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CEMEHMHBIN NNOJUKUCTO3 NEYEHU
(CJIYYA# U3 IPAKTHUKH)

Iloaukucmos neyeHu 8podcdeHHAass hamo.o2us, Hacaedyemas no aymocoMHO-0OMUHAHMHOMY muny u Xapakmepusyrnuascs
dopmuposaHuem 6016W020 KOAUYECMBA KUCM 8 NapeHXuMme neveHu. [laumenvHoe 8pemsi HUKAK He nposieasemcsi, nocae 40
J1em 803MOJCHO 803HUKHOBeHUe duckom@popma u 6o.1ell 8 szcugome, 2acmpo33odazeanbHo20 peaoKca, yseauveHue pasmepos
scusoma. EduHcmeeHnHble uHgopmamueHble Memodsl duazHocmuku - Y3H, KT uau MPT neuenu u stcenyegblgodawux nymetl.

B npedcmasaeHHomM Hamu mamepuase OnucaH cay4ail u3 npakmuku 6.4a20n0ay4HO20 UCX00d — /1AnApoCKONUYecKo20
emewamenbcmeda Npu 2u2qHMCKOM NOJAUKUCIMO3e NeveHU.

Kaouessie caoea: nosaukucmos neveHu, 1anapockonus, eeHecmpayus noaocmu.

BBeaeHnue. [loJIMKUCTO3 NeYyeHHM - 3TO HACJAEACTBEHHOE, XPOHHWYecKoe 3abojieBaHUE Ie4YeHM, XapaKTepHusylleecs
Ha/IMYMeM MHOXKECTBEHHBIX HCTHHHBIX KHUCT (I0OJIOCTb, 3allOJIHEHHas NpPO3payHOM »KMUJKOCTBIO, 06pa3oBaBIIAscCi BO
BHYTPUYTPOOHOM TIepHozie) W INPUBOJsALLEe CO BpeMeHEM K Pa3BUTHIO I[eYeHOYHO-KJIETOYHOH HeJO0CTaTOYHOCTH,
Ne4eHOYHO! KOMBI U KaK CJIe/ICTBHE K JIeTaJIbHOMY HCXOJY.

3a6osieBaHMe BO3HUKAET BCJEJCTBHE MyTallUM FeHOB W IepeflaeTcs OT pojuTesied K jeTaM. /[laHHOe maToJiorudeckoe
COCTOSIHMe paCnpoCTpaHEHHO IOBCEMeCTHO, HO 4Yalle BCTpedaeTcsa B pa3BUTbix cTpaHax CIIA, Kanazbl, EBpomnbl
(Benuko6puTtanus, Ppanuus, Utanus, [lsenns), Asuu (Kurai, Ainonus) u ABctpanuu. B aTom cnucke cBoe NodeTHOe
MecTOo 3aHuMaeT U Pecny6srka Kasaxcrah.

YacToTa BO3HMKHOBEHHs] MOJIMKHCTO3a neyeHu paBHa 1:100 000 HaceneHus. [lpumepHo B 3 pasa yaule 3a60JieBaloT
>KeHLUHBL [lepBble MpU3HAKU 3a00J1eBaHUs MOSIBJAAIOTCA B Bo3pacTe 40 sieT 1 nosxe [1].

[IporHo3s 3a6osieBaHus, N0 JAaHHBIM HEKOTOPBIX aBTOPOB [2], HEGJIaronpUsATHBIN, HaIU4KMe 60JIBLIOr0 KOJINYeCTBa KUCT B
ne4yeHH, pasMep KOTOPBIX C BO3PAcTOM YyBeJIMYMBAeTCs, BeJleT K Pa3BUTHIO NeYeHOYHO-KJIeTOYHON HeJO0CTaTOYHOCTH,
CJIe[ICTBUEM KOTOPOW fIBJISAETCA NeYyeHOYHas KOMa W B KOHEYHOM HTOre CMepTb. EJAMHCTBEHHBIM CIOCOGOM H36€XaThb
HeO6J1aronpusATHOTrO0 UCX0/ja 60JIe3HHU SABJISETCS TPAHCIJIAHTALMS OpraHa.

[IprynHBl BOSHUKHOBeHUsA. TpeTh ciiydyaeB BOSHMKHOBEHHS NMOJMKUCTO3a MeYeHU fBJISETCA CIeACTBUEM MyTaluy eHOB
RKCSH u SEC63. OcTaspHy10 00 CIy4aeB BOSHUKHOBEHHs 3a00JieBaHUs IpeJoJaraeTcs ydacTHe B MaTOJIOTMYeCKOM
npolecce ApPYyrux MOJIEKYJISPHbBIX JepeKToB Ha reHHOM ypoBHe. HacsieyeTcs 3a6osieBaHre 110 ayTOCOMHO-JOMUHAHTHOMY
TUIY, TO €CThb NepeiaeTcs Mo epBOM JMHUY HAC/IeJOBaHUs — OT POAUTENeN K JeTAM U HOCUTeJIeM MaTOJ0rH4YecKoro reHa
MOTYT GBbITh KaK OTell, TAaK U MaThb. B HalleM ciy4ae yHacaeZ0BaHUS NPOU3OIIIN OT MaTePH TOJIBKO K JlouepsM, YTO CaMo
no cebe yAWMBUTENbHBIM (aKT, TaK KaK y JAaHHOM CeMbH HECKOJIbKO ieTel (ceMepo) MUy CbIHOBEH IOJIMKHUCTO3a
MeyeHU He OOHAPYKEHO.

MyTanuu B reHax NPUBOAAT K Ype3MEPHOMY POCTY GUIMAPHOro 3NUTe U (B 6yylieM — 3TO BHYTPUIIeYeHOYHbIe YKeJTUHble
NPOTOKH) M K pPacUIMPeHHUI0 NpebUInapHbIX Kese3 (B OYAyILeM — 3TO MedYeHOUYHble JJOJbKH) B NepHoJ BHYTPUYTPOOGHOTO
pa3BUTHUSA IJIOJA.

Ha MoMeHT pox/eHHUsl NedyeHb, KaK NPaBUJIO, YKe IOpakeHa, KHUCThI, HaxoAsllvecs B HeW MaJIeHbKOro pasmepa U
NapeHXWMa OpraHa IOJIHOCTbI0 KOMIIEHCUPYeT JJaHHOe 3a60JieBaHKe, CO BpeMeHeM KHUCTbl HAUMHAIOT PACTH, U BbITECHSET
HOPMaJIbHYI0 CTPYKTYPYy OpraHa, M3-3a 3TOr0 HAYMHAIOT HapacTaTb CUMITOMbI 3a60JIeBaHUS U TOSBJSIOTCS SBJEHUS
NneYeHOYHOH HeI0CTaTOYHOCTH.

Knacccupukanus. Io KIMHUYECKOMY T€YEHUIO BBIJEJISIOT:

Heocio:kHeHHBIN TOJTMKUCTO3 MEeYeHH.

OcJ10°KHeHHBIH MOJTMKUCTO3 eYeHU:

»KpOBOTeYeHHE U3 KUCT NeYeHH;

»>HarHOeHHe KUCT NeYeHH;

»npucoeJUHEHNE Tapa3suTapHOU MUKPOdIOpbL;

»MaJIMrHU3anus KUCT NeyeHu (Mpeo6pa3oBaHMs MOJMKUCTO3a TeYeHU B 3JI0Ka4YeCTBEHHYIO OIYyXO0JIb).

[To BuaM 3a60/1eBaHusA AeNAT Ha:

e/130/1MpOBAaHHBIN NOJIMKHCTO3 IIe4eHH (HaJinure MHOXEeCTBA KUCT TOJIbKO B ITeYeHH);

ePacnpocTpaHeHHbIH TOJUKUCTO3, HApSA/y C TOpaKeHHEeM ITeYeHH BCTPevYaeTCs MOJUKUCTO3 MToYeK, AMYHUKOB U .

[To pa3mMepy BBIAENAIOT:

eMauible KUCTHI TeyeHH (7o 1 cm);

eCpesiHue KUCTHI nevdeHH (1 - 3 cm);

eBosbine KUCTHI TedeHH (3 - 10 cm);

e['nranTckre KucThl nedyenu (10 - 25 cm u Gosee).

CUMITOMBI NOJIMKHUCTO3a eYeHH!:

[lepron, Hava/bHBIX MNpOSIBJIEHUN MOJMKHUCTO3a IeyeHH: o061@ass C1abocTb, CHIKEHHe BHMMaHMs, HapylleHue
TPYAOCHOCOGHOCTH, MOBBbILIEHHAs  Pa3ApaXKUTEJbHOCTb, JeNpeccus, COHJHUBOCTb, BSJOCTb, T0JIOBHble 60.H,
roJIOBOKpY>KeHHe, TOIHOTA.

[lepron pa3BepHYTOM CHMNTOMaTHYeCKOM KapTHUHBI: HapylleHHe aNneTUTa, MKOTA, M3KOTa, pPBOTA KHLIEYHbIM
CoJZlep>KUMbIM, YBeJIMUeHHe B pa3Mepe XKUBOTa, 60J11 B IPaBOM Nojpebepbe, 6011 B 06/1aCTH »KeJlyAKa, B3JyTHe KUIIEeYHHK],
Jliapest WY 3aopsl, 60J11 B 06/1aCTH CepALA, OAbILIKA, OTEKH HUXKHUX KOHEUHOCTEeH.

[lepros BOSHUKHOBEHHS TeY€HOUHO-KJIeTOYHON HeJOCTaTOYHOCTHU:
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JKeJITyXa, 3y, KO>KHbIX IOKPOBOB, TeJIeaHTM03KTa3uU Ha KoXe, u3MeHeHHe GOopMbl NasbleB [0 TUILY 6apabGaHHbIX NaJloYek,
najbMapHas 3pUTeMa, NeyeHO4YHasl 3HLedasonaTHs, CONPOBOXKAAIILAACA PACCTPONCTBOM JIMYHOCTU ([e30pHUeHTalus B
NPOCTPAHCTBE U BPeMeHH, COHJIMBOCTb, CMEHSIOIAACA NPUCTYIaMU pa3jpakeHUsi UK GYHCTBa, OTCYTCTBHE BOCIPUATUS
OKPYKaILIUX JIIOAEH, TOTePsI MaMSITH, CTYIIOP), IeYeHOUHast KoMa.

Oc10’kHeHUs NOJIMKHUCTO3a NeyeH! (KpOBOTeYeH e WM HarHOeHHe KUCT) NPOsIB/AIOTCS: MOBbIIIEHHEM TeMIlepaTyphl TeJla;
03HOGOM; XOJIOJHBIM MOTOM; JIUXOPAJAKOW; HEYKPOTUMOK PBOTOM C MPHUMEChbI0 KPOBH; yYallleHHEeM YacTOThbI CepJeYyHbIX
COKpallleHUH; pe3Koe CHM)XeHHeM apTepHa/IbHOTO JiaBjeHMs; O6JIeJHOCTbI0 KOXHBIX IIOKPOBOB; HaJIMYMEM acllUTa;
reMOoNnepUuTOHEYMOM; HANpPSHKEHUEM IMepe/iHel OpIOMIHOM CTeHKH; Pe3KOU GOJIbI0 B KHUBOTE; 33I€PKKOU OTXOMXK/AEeHHUs
rasoB U CTyJ1a; KPaTKOBPEeMEeHHbIMU OTEPSMU CO3HAHMUS.

KpuTepuamu JUarHoCTUPOBaHHUs MOJMKUCTO3a [TeYeHHUs SIBJISIOTCA:

* Hasrnyue 1 kucThl B Bo3pacte A0 40 yleT u Hasnyve 3X U Gosiee KUCT B Bo3pacTe mocse 40 JieT y JIUI C OTSATOLeHHOH
Hac/1eJ,CTBEHHOCTbIO (POJUTENH CTPAAAIOT NOJUKUCTO30M IIeYeHH);

* HaJIM4YMe MHOXXeCTBEHHBIX KUCT B IledeHH /10 40 JIeT y JIMI] C HEOTATOLeHHOH HacJ1eICTBEHHOCTBIO (PUCYHOK 1).
JlaGopaTopHbIe METOAbI UCCIeOBAHUS:

B KPOBU - CHIDKEHHE MoKasaTesied 3pUTPOLUTOB, JIEMKOLUTOB, TPOMOOLUTOB, reMorjo6uHa, nopeieHue CO3,
yBeJIMYeHUe PeTHUKYJIOLUTOB;

B MoO4Ye JIeHKOLHUTO3, MOSIBJSIOTCA 3PUTPOLUTBI WU 3MUTEJUH, CHWXKaeTcs YJ. Bec.

BAK: 60uiupy6uHeMusi, noeilieHrde nokaszareseid AJIT, ACT, JIAT, II®, a Takke MNOBbILIEHHE YPOBHSA MOYEBUHBI U
KpeaTHHHHA.

JlabopaTopHble METO/bI SBJAITCA He ClIelUPUUHBIMU JJIsi MOJMKHUCTO3a IeYeHH, TaK KaK 10 M3MEeHEeHUsM B aHa/Iu3ax
MOXHO CYAMTb TOJIbKO O HAJMYUM BOCIAJUTEJbHOrO 3abosieBaHUS Me4YeHH U Pa3BUTUHU Ie€YeHOYHO-KJIETOUHOH
HEeJIOCTaTOYHOCTH. J/lnarHOCTHUKA OCHOBbIBaeTcsl Ha aAaHHbIX Y3U, KT, MPT.

Iles1b paGoThI: IOJENUTHCA Pe3y/IbTAaTOM JIANapOCKONHNYECKOTO0 JIeUeHUsI IPU TMFaHTCKOM II0JIMKUCTO3€e MeYeHH.
MaTepua/ibl M MeTOAbL [loJ HamKMM HabGJ0JeHHueM Haxoausiack GoJsibHas /|, 54 JieT, KoTopas o6paTH/IACh BIEPBbIE C
’KaJ006aMM Ha pacnuparolive 6osud B npaBoM nojpebepre. Ha Y3 o6HapyXeHbl MHOXECTBEHHbIE KHCTBI II€YEHH,
pa3/IMYHBIX pa3MepoB. YUYUTHIBasg aHaMHe3, HaJM4de IOJMKHUCTO3ay MaTepu U KPOBHBIX CeCTep, JUArHO3 BbICTaBJIEH
6e3 comMHeHMH. Ha KT BbIfiBJIeHbl MHOXX€CTBEHHble KHCTbl B II€eYeHH, OJHAa U3 KOTOPBIX JocTurajio o 17cw,
pacrosiarajach B 7 cerMeHTe INedyeHHU (PUCYHOK 2, PUCYHOK 3) U NOJIMKUCTO3 00euX MovyekK. Y cecTep, UX NATEPO, paHee
YCTaHOBJIEH MOJIMKMCTO3 Me4YeH!U M I0YeK, HO HMy OJHOM M3 HUX TaKMX TMTAHTCKHUX Da3MepOB He BbIABJIEHO. Y MaTepu
Halled IO0/0NeYyHOH, 0GHApYXeH MOJMKUCTO3 IleyeHH B Bo3pacTe 46 jieT, el B Hacrosllee BpeMs 77 JIET, XUBA MU
3/l0pOBa, POAMUJIA CeMephIX JeTeH.

[IpoBesieHO 06CejoBaHue JIBYX OpaTheB, UM HasHayeHbl Y3 opraHoB GpIOIIHOM MOJIOCTH M T0YEK, HU Y OJHOr0 M3 HUX
KUCTO3HBIX U3MEHEHUU He 0OHapY KeHBL.

[locse KpaTKOBpeMeHHOW MpeJBapUTeJIbHON MNOJATOTOBKM 6OJIbHAs B3dTa HA ONepalyio, TaK Kak HapacTaJ 60JieBoH
CUH/POM, OblJIa SIBHAsI yTpo3a pa3pblBa THraHTcKoM KHUCTHL [locie uHcydasunuu CO2 moj BU/IEOKOHTPOJIEM YCTAHOBJIEHBI
JIaNaponopThl, IPOU3BeJleHa MNYHKLUsS TUTaHTCKOM KHUCTHI, 3BaKyupoBaHa g0 2700 MJ1 Ipo3padyHOU >XKHUAKOCTH, NOcC/e
MOJIHOT'O0 OIOPOKHEHUS IMOJIOCTH KHCTBI, CBOGO/AHASA YacTh KaICy/Jbl TUTAHTCKOM KHCTBI MCCeYeHa [0 TKaHH MeYeHH,
reMoctas 1 06paboTKa OCTAaTOYHOW IMOJIOCTH BBINOJIHEH JIa3epHOU KoaryJsunuei - peHectpayus [1,2], kpasg KamncyJibl
MeCTaMH{ YUIUTHI Y3J0BBIMH BHUKPHW/IOBBIMM MIBaMU. YacTb KHCT, JocTurawmoiye 5-10 ¢M, TakXe BCKPBIThI, HCCEUEHBI
Kalcysbl, BbloJHeHa ¢eHecTpanus. Omepanuss 3akOHYEHA JPEHHPOBAHMEM OpIOLTHOW MOJIOCTH, OCTaBJeHHEM
CUWIMKOHOBBIX IpEeHa’KeW HaJ M MOJ NevyeHblo. B mocsieayomeM nmpoBeJieHbl CUMIITOMAaTHYECKOe JedeHHe, aHTUOHOTHKY,
AQHAJIbIeTHKH, TeNaTONpOoTeKTOpbl, MHPY3MOHHAs Tepamnus, 6eJKOBble IIpenapaThl. B mocjeonepanioHHOM IepHofe
JUITeNIbHOE BpeMs IPOJO/DKAJOCh CepO3HOe OTAessieMoe U3 JpeHaxa. bosibHas BblMcaHa 4epe3 2 HeJiesd, B
Y/JI0OBJIETBOPUTENBHOM COCTOSIHUU. Yepe3 roJ Ha KOHTPoJIbHOM Y3U cocTosiHHMe TMedyeHU 6e3 OTPUIATETbHOU JUHAMUKH,
OCTaBIIMECS KHCTbl He yBeJHUYeHbl, N0 OMOXMMHUYECKUM aHa/Ju3aM Ie4eHOYHO-KJEeTOYHONW HeJOCTAaTOYHOCTH He
BBISIBJIEHO.

3axiroyeHue.

1.[Ipu o6HaApy>KeHUHU KUCT NeYeHU He0OX0AUM exeKBapTaJsbHbIH, exkerogHblit Y3U KOHTPOJIb.

2. Ilpu 6ob1IMX pa3Mepax KUCT MeTO/J0M BbI6Opa fABJISIETCS JlalapoCKoNuyeckass (peHecTpaLUsl.
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KAHYAJIBIK BAYDBIP I1I0JIMKHUCTO3bI
(KJIMHUKAJIBIK TOXIPUBE/JIEH)

Tyiiin: [TonnkucTos - 6ayblp TiHiHAe KeNTereH KUCTaJap TY3iJlyiMeH XXypeTiH, ayToCOM/IbI-AOMUHAHTThI TYp/ie TapauThIH,
Tya mnaija 60JifaH NATOJIOTHSJBIK aypy. Y¥3akK yakpIT GoHbl O6iniH6ed pgamuapl. 40 »kacTaH aca il KybICBIHJA aypy
ce3iMiMeH, >KalCbI3AbIKIEH, aCKa3aH-6HEWITIK peQJIIOKCIeH, ilITiH yJIFAlObIMEH K6piHic 6epeni. EH HaTmxeni
JHMArHOCTUKAJIBIK 9/1iC — 0J1 6aybIp MeH oT kojgapbiHbiH Y/3, KT, MPT.

Ocbl aTajifaH >KYMbIC apKbLIbl KJIWHUKAJbIK ToXipHbeJeH asblHFaH ©Te YJKeH KeJsieMJi 6ayblp MNOJHUKHUCTO3bIH
JIaNapOCKOMUSAIBIK KOJIMEH eM/Iell, )KaKChl HOTIKere KOJI JKeTKi3lireHi Typasbl MasiMeTneH GeJiicyAi »KeH caHa/bIK,.
Ty#inai ce3fep: 6ayblp MOJMKUCTO3bI, 1AaNapPOCKONUs, KybIC GeHeCcTpaLUsChl.

K.K. Amantaeva, A.S. Ibadildin
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FAMILY POLYCYSTIC LIVER DISEASE
(CASE FROM PRACTICE)

Resume: Polycystic liver congenital disorder inherited in an autosomal dominant pattern and characterized by the formation
of a large number of cysts in the liver parenchyma. Long time not seen, after 40 years, you may experience discomfort and
abdominal pain, gastroesophageal reflux, enlarged abdomen. The only informative diagnostic methods -ultrasound, CT or
MRI of the liver and biliary tract.

In the presented article describes the case report of a successful outcome of laparoscopic surgery when a huge cystic liver.
Keywords: polycystic liver, laparoscopy, fenestration cavity

Pucynok 1 - [IoJIMKKCTO3 e4eHU
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Pucynok 2 - KT nedyeHu 60J1bHOH /]

Pucynox 3 - KT neyenu 6o0s1bHO# /. BokoBoe nosioxkeHue



