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Jlimdarnuni manpdopmarii (JIM) - e BpomKeHi Bay po3BUTKY MiM(aTUYHNX CYANH i3 TOPYIIEHHAM iXHbOI
nudepenLialii 3 pisHOMaHITHMMY KIiHIYHMMIY TposiBaMu. AGOMiHa/IbHA JIOKaTi3allis CTAHOBUTH PUOIN3HO 5%
ycix JIM. XipypriuHe mikyBaHHs € MeTOfOM BUOOpY st JIM, 110 ypaXKyIoTh KMIIEYHUK.

Merta - IpoaHati3yBaTy BIACHNII JOCBIM AiarHOCTMKM Ta TiKyBaHHA KicTo3Hyx JIM KuiedHyKa ta 6pyKi; Bu-
BYNTY (PAKTOPH, 1[0 MOXKYTh BIUVIMHYTHU HA IiABUILIEHHS PU3NKIB BUHUKHEHHSA YCK/IaJHeHb, /I HO/IIIIeHH
pe3y/bTatiB TiKyBaHHA AiTeit 3 /IM aboMiHanbHOI TOKamisaryil.

Marepianu Ta MmeToam. I3 240 manieHTiB AUTAYOTO BiKYy, AKi Mpoxomym NiKyBaHHA KicTo3aux JIM B HICJI
«OXMATINT» 3 rpypus 2012 poky 1o murnensb 2022 poky, y 43 (19,1%) niaraocToBaHo JIM 4epeBHOI TOPOXXHIHI
Ta 3a049epeBUHHOTO NpocTopy. o gocnimxyBaHoi rpymn ysiitito 18 (41,8%) miTeir, B AKMX 1iarHOCTOBAHO ypa-
JKeHHsI Kuireunrka. Memiana crioctepesxersst — 20,7 (95% I1: 12-27) micss.

PesynbraTn. MepiaHa Biky Ha MOMEHT 3BepHeHHA cTaHOBIWIA 2,5 (95% [I1: 0,75-5) poky. bonmboBuii curgpom
0yB ZOMiHYI0YMM KTiHIYHMM nposiBoM (n=11; 61,1%), y marieHTiB O POKY MPOSBIABCA HECTOKOEM (n=4;
22,2%). 12 (66,6%) 3BepHY/INCA 110 JOIOMOTY eKCTpeHo. Y 7 (38,8%) marienTi nepe6ir JIM 6yB yckmagHeHMI
KIIIKOBOIO HellpoxifgHicTio (n=>5; 71,4%), indikysanuam BmicTy JIM 3 po3BuTKOM HepuToHity (n=1; 14,3%) Ta
KkpoBoBumBoM B JIM (n=1; 14,3%). XipypriuHe nikyBaHHs nposesieHo 16 (88,8%) maumientam: 7 (43,7%) — nma-
HapocKoiio, 4 (25%) — koHBepcio, 5 (31,3%) - manaporomito. Penyansis JIM mic/s XipyprivHoro nikyBaHHs
He Oyno. CUMIITOMHIN AUTKHI 3 TOTaIbHUM YpaKeHHAM OpVKi mpusHadeHo cucteMHy Tepamniro mTOR-
61oKaTopamu.

BucHoBku. Jlimdparnyni Manbpopmalii KuineqHnKa ta OpyKi MOXXYTb MaTH SIK 6€3CUMITOMHNIA, TaK i yCK/Iaf-
HeHWI Tepe0ir, AAkuii ciocrepiraBcs B 7 (38,8%) manienTis. [lepeBakaHHA MaKpOKicTO3HOTO KoMIIoHeHTa JIM,
IO YPXXYIOTb KUIIEYHVK, € paKTOPOM, KNI BIVIMBAE HA YaCTOTY BUHUKHEHH:A yCKIafHeHb (p=0,0236). MarHit-
HO-pe30HaHCHa ToMorpadis € HeoOXifHUM iHPOPMATVBHMM METOAOM Bidyasisalii epey iHTepBeHIi€0, ajie He
3aB>X/IU JOCTOBIPHO MiITBEPXKYE CTYIIHD Ypa>KeHHs CTIHKYM KMIIKM Ta Opyoki. XipypriuHe TikyBaHHS € epeKTIB-
HJM 3@ JIOKQ/IbHOTO YPa)KeHHsI KMIIIeYHUKA Ta OPVDKi; BiIMIHHOTO pe3y/nbTaTy JOCATHYTO y 94,1% mauieHTiB. ¥
pasi ToTanbHOTO ypa)keHHsI Opyki MeTofoM BIOOPY € KOHCepBaTHBHa Tepartis inribitopamu mTOR-perenitopis.

HocnimKeHHA BUKOHAHO BifIOBigHO K0 NpyHINIIB [enbcinchKoi feknapanii. IIpoTokon focifKeHHA yXBaie-
HO JIOKa/IbHUM eTUYHMM KOMITETOM YCiX 3a3Ha4eHMX y po6oTi ycTaHOB. Ha mpoBefieHH: BOCTiKeHb OTPUMaHO
inpopmoBaHy 3rofy 6aTbKiB/OIIKYHIB, fjiTeil.

ABTOpU 3aAB/IAIOTH PO BiCYTHICTb KOHPIIKTY iHTepeciB.

Knrouoei cnosa: xictv 4epeBHOI MOPOXKHMHY, TiM$aTidHi ManbdopMaliil, KNIIeTHNK, TalapoCcKOIis, 1amapo-
TOMif, TiTH.
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Lymphatic malformations (LMs) — are congenital vascular malformations caused by abnormal embryologic development of the lymphatic
system with variable clinical manifestation. Abdominal LMs account approximately 5% of all LMs. The main treatment option for abdominal
LMs is surgical.

Purpose — to analyze our experience in intestinal and omental LMs diagnosis and treatment, to reveal factors that could influence the com-
plications occurrence risks, that could improve abdominal LMs treatment results in children.

Materials and methods. Among 240 pediatric patients, who underwent cystic LMs treatment in a period from December 2012 to July 2022,
43 (19.1%) were diagnosed abdominal and retroperitoneal LMs. 18 (41.8%) patients with intestinal and mesentery affection were included
into the study group. Median follow up was 20.7 (95% Cl: 12-27) months.

Results. Male patients predominated in the study group. Median age at admission was 2.5 (95% Cl: 0.75-5) years. 12 (66.6%) had an emer-
gency admission. In 7 (38.8%) children LMs were complicated by intestinal obstruction (n=5; 71.4%), intracystic bleeding and LM cyst infec-
tion were observed in n=1, 14.3%) cases both. Surgical treatment was applied in 16 (88.8%) patients, among which 7 (43.7%) underwent
laparoscopy. In 4 (25%) cases conversion to laparotomy took place, 5 (31.3%) underwent laparotomic surgeries. No recurrences after surgi-
cal treatment were observed. Systemic therapy with mTOR-inhibitors was prescribed in a child with symptomatic total mesentery affection,
observational tactics was chosen for asymptomatic child.

Conclusions. Intestinal and mesenterial LMs can be asymptomatic or manifest complications, which were observed in 7 (38.8%) children of
our group. Macrocystic intestinal LMs are of higher risks of complications development (p=0.0236). Surgical treatment is effective for local
intestinal and mesentery affection, excellent treatment result was achieved in 94.1% of patients. In cases with total mesentery affection
mTOR-inhibitors systemic therapy is the treatment of choice.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local

Ethics Committee of the participating institution. The informed consent of the patient was obtained for conducting the studies.

No conflict of interests was declared by the authors.

Keywords: abdominal cysts, lymphatic malformations, intestine, laparoscopy, laparotomy, children.

Jlimbarnuni manpdopmanii (JIM) - e BpogKeHi
BaJy PO3BUTKY JIMPATUIHNX CYAUH i3 MOPYLIEHHAM
ixupoi gudepennianii [2]. Xoua HaityacTiIIow0 M0KaIi-
3aniero JIM € ronmosa Ta mms, 10 75%, BOHM 3yCTpiva-
I0TbCA B IHINMX AaHATOMIYHUX JIi/IAHKAX, Y TOMY YUCIIi B
JyepeBHiil IOPO>KHNHI. AGOMiHa/IbHA TOKaTi3alis 3y-
CTpivaeThCs JOCUTD PifKO i CTAHOBUTD NPUOIN3HO 5%
ycix JIM [6,10-12]. JIM 3a3Bu4aii fiaTHOCTYIOTbCS B
miteit BikoM 2-5 pokiB [6,10,15], pipiie — mpeHaTanbHO
a60 B HOBOHapo/KeHNX [9]. Y yepeBHiil mopoXHNUH]
JIM noxani3yoTbcs B 6pI/I>I(i, CaZIbHUKY, IITYHKOBO-
KMIIKOBOMY TPaKTi Ta 3a04epeBMHHOMY IpocTopi. Kic-
to3Hi JIM KmacngikyoTbcs K MaKpOKiCTO3Hi, MiKpO-
KiCTO3Hi Ta 3MillaHi, [0 BI/IMBAE HA JiKyBa/JlbHY
TaKTUKY Ta Pe3y/lbTaTy NiKyBaHHA [3-5]. Y yepeBHil
HopoXHVHI 6ibInicTs JIM npepcTaBieHi MaKpoKicTo3-
HuMU Ta 3mimranumu [3,10]. Kniniyna kapTuna pisHo-
MAaHITHA Ta BK/IIOYA€ CIIEKTP CUMIITOMIB Bifi BUIIa[JKO-
BOI'O BUABJIEHHA Ha MEJUYHOMY OTNAMAI 3 iHIIOI
Npr4YMHY 260 HEYITKOTO AUCKOMQOPTY B )XUBOTI 0O
IPOABIB YCK/IaHEHb, Y TOMY YIC/Ii KMIIKOBOI HENPO-
XiZIHOCTI, 3aBOpOTY, imeMii Ta KpoBOTeUi, iHpIKyBaHHSA
BMicTy KicTu JIM, 110 MOXXYTb 3arpo>KyBaTy >KUTTIO
putyHiy [3,6,10,15]. OCHOBHMM CIIOCOOOM /TiKyBaHHS
abpominanbHyx JIM € Xipypriunmii [5,6,14], 3 mmpoxnum

JianasoOHOM pe3y/IbTaTiB, Bifi IOBHOTO OFY>KaHHA [0
NOBTOPHUX peunauis. OcTaHHIMU JecATUPIiYYAMU
MiHiiHBa3MBHa Xipyprif INPOKO BUKOPUCTOBYETHCA B
neziaTpuyHii momynanii [12], y Tomy umcri B mikyBaH-
Hi KicTo3HMX JIM 4epeBHOI NOPOXKHMHMA.

Merta focnigpKeHHs — IPOaHa/Ii3yBaTy BIaCHUM [0-
CBifl 11IaTHOCTUKM i TiKyBaHHA KicTo3HMX JIM Knieu-
HMKa Ta OpyoKi; BUBYMTHU PaKTOPH, 110 MOXKYTh BIIIN-
HYTU Ha NiJBUIIEHHA PU3UKIB BUHUKHEHHA
YCKJIa[JHEHD, I MOMIIIIEHH Pe3y/bTaTiB TiKyBaHHA
miTeit 3 JIM abmoMiHa/IbHOI TOKaTi3allii.

Marepianu Ta MeTOAM JOCTi>KEeHHA

[awni marienTis 3ibpaHo 3 icTopiit xBopo6u i mpoana-
Ni30BaHO peTPOCIEKTUBHO. I3 240 mawieHTiB AUTAYOrO
BiKY, AAKi IpoXofyn TiKyBaHHA Kictosaux JIM y Hamio-
Ha/IbHIN AuTAYiN crenianizoBanii mikapai «OXMAT-
IOWT» 3 rpynua 2012 poky no nunenb 2022 poky,
y 43 (19,1%) piarnocroBano JIM 4epeBHOI TOPOXXHUHY
Ta 3204€PEBUHHOrO IIpocTopy. [lo oCHipKyBaHol rpynm
3anydeHo 18 (41,8%) miTeil, IKMM iarHOCTOBAHO ypa-
YKEHHA KVIIeYHNKa i/abo 6pyoki kumeynnka. Meniana
nepiopy criocrepexxeHHs — 20,7 (95% [I: 12-27) micans.

3i6paHo Taxi faHi: Bik 1e0I0Ty 3aXBOPIOBAHHS, OCHO-
BHi K/TiHiYHi CMMIITOMM Ta 03HaKI, 3aCTOCOBaHi METOIN
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Ta6mmma 1
XapakTepucTHKa alliEHTiB HA MOMEHT IIEpBUHHOIO 3BepHeHH fo HarionanpHoi fuTA40i crienianizoBaHoi TikapHi
«OXMATONT»
Ne |Cratb Bik KniHiuHi npoasum Tun Bisyanisauin
BUNAAKy
1 Yon. 1 mic. Hypnota, 6atoBaHHSA, HECNOKIN, BiACYTHICTb BUNOPOMKHEHHA E Y3/,
2 Yon. 1 mic. bescmmnTomHo E Y34+MPT
3 WiH. 2 mic. 36inblWEHHA XNBOTa, HYA0Ta, 6/110BaHHSA, HECMNOKIN E Y30+MPT
4 WiH. 8 mic. 36inblEHHA }XNBOTa HYAO0TA, 6/10BAHHSA, EKCUKO3 E Y3/,
5 WiH. 9 mic. 36inblWeHHA XNBOTa, HYA0Ta, 6/1toBaHHA, rinepTepmin, Hecno- | E y34
Kin
6 WiH. 2p. bonboBUIA CUHAPOM, rinepTepmis E Y30+KT
7 Yon. 2p. B0NbOBUIA CUHAPOM, HYZ0Ta, 6AOBAHHA, AU3YPUYUHI ABMLLA E Y30+MPT
8 Yon. 2 p. 36iNbLIEHHA }XMBOTA, HECMOKIl n Y30+MPT
9 Yon. 2p. bonboBMIA CMHAPOM Mn Y34+MPT
10 |Yon. 3p. Hypota, 6atoBaHHSA, HECMNOKIN, rinepTepmin E Y340+MPT
11 Yon. 4p. BonboBMIA CUHAPOM E Y30+MPT
12 | XKin. 4p. bonboBuiA cMHAPOM n Y30+MPT
13 |Yon. 4p. MepiognyHo 6inb, anckomebopTt n Y30+MPT
14 WiH. 5p. b0NbOBUIA CUHAPOM, HYA0Ta, BAOBAHHSA, rinepTepmis E Y30+MPT
15 WiH. 5p. bonboBuiA cUHAPOM, rinepTepmis E Y30+KT
16 Yon. 8 p. boNboBMIA CUHAPOM Mn Y30+KT
17 Yon. 10 p. BonboBMIA CUHAPOM, FinepTepmia E Y3/,
18 Yon. 13 p. bonboBMIA CUHAPOM Mn Y30+MPT

lMpumimku: Tn BuNaaky: N —nnaHoBa rocnitanisauina, E—ekctpeHa rocnitanisawis.

Bisyasisanil, yck/1aHeHH, CIIOCI0 JTiKyBaHHA, pe3y/ib-
TaT IiIKyBaHHA.

ITpoBeneHo maboparopHe 00CTEXKEHHS: 3arabHMII
aHaJIi3 KpoBi, 6ioXiMi4HMIT aHaIi3 KPOBI, KOArymorpamy.
Ynprpassykose pocrimxenHa (Y3]1) y pexxuwmi cipoi
IIKa/IM Ta 3 KOJIbOPOBYM JOMIIIEPiBCBKMM KapTyBaH-
HAM NPOBEMIeHO K TOYaTKOBMII CKPMHIHT HA MOMEHT
IIEPBMHHOIO 3B€PHEHHA 1 Ha eTalax JTiKyBaHHA Ta I10-
TaJBIIOTO CIIOCTepeXKeHHs. Y 6inpirocti (n=11;61,1%)
BUIIAJIKiB BUKOHAHO MarHiTHO-Pe30HAHCHY TOMOTpa-
¢iro (MPT) nna migTBepIXKeHHA AiarHO3Y, a B IIepiof,
criocrepexxeHHs 2 (11,1%) narjieHTam — /1A OL[iHIOBaH-
HA eekTy miKyBaHHA. A 3 (16,6%) marjienTam nepen
NTiKyBaHHSAM BMKOHAHO KOMI'I0TepHY ToMorpadiro
(KT). Oitam i3 migo3poro Ha KMIIKOBY HENPOXigHICTh
Mifl 9ac IepBYHHOTO 3BEPHEHHS NIPOBEMIEHO OTIA/IOBY
peHTreHorpadio opraHis 4yepeBHOI HOPOXXHMHY (n=>5;
27,7%).

TexHika BUKOHAHHS BTPYYaHHS 3 BUKOPUCTAHHAM
MiHiiHBa3MBHMX TEXHOJIOTIN: IATAPOCKOIIiIO MallicHTaM
IIPOBEZICHO B YMOBAX 3arajbHOI aHecTesil 3 iHTy6arie0
Tpaxei Ta Miope/naKcalli€lo B IIOJIO>KEHHI JIe)KauM Ha
ciyHi. Crio4aTKy BiIKpUTHM CIOCO60M BCTaHOBJTIOBA-
71 5-MiniMeTpoBMIi IyNIKoBMII Tpoakap. [IneBMoniepn-
TOHEYM IiITPMMYBaM Ha piBHi 8—12 MM pT. CT. 3a 10-
nomororo CO2 BifNOBiAHO [0 BiKy Ta Macy Tifa AUTUHMN.
3rofoM BCTAHOBIIIOBA/IN TaKi [iBa 5-MiniMeTposi (a6o

3-miniMeTpoBi) Tpoakapu 3a MpaBUIOM TPUAHTYIIAP-
HOCTI BifiIOBifHO [0 nMoKani3anii ypaxxenHss. Ilicia mip-
TBEPIKEHHA IIOXO[PKEHHA Ta 3aIyYeHHA HaBKOJIMIIIHIX
CTPYKTYp IIpUIiMa pillleHH I0/[0 II0AA/IBIIOI Xipyp-
riYHOI TAKTUKA. 3a MOXK/IMBOCTI 6€3I1e4HOr0 BUMI/IeHHA
JIM 3 6puxi ab0 puIerinx TKaHVH OIlepaliiio 3aBep-
uryBanm janapockoniyno. Ilosny pesexuiro JIM Benu-
KUX po3MipiB a60o JIM, 1110 ypa3uia cerMeHT KMIIKM, Ta
KMIIKOBUII aHACTOMO3 IIiC/IA 9YaCTKOBOI pe3eKIlii KUK
BMKOHYBAJ/IM €KCTEPiOpM3aLIi€I0 TOHKOI KUIIKY Yepes
PO3IIMPEHNI JOCTYI y MiCLi BCTAHOB/IEHHSA IOPTY
IIyIIKOBOI'O TPOAKapa.

JIns OLiHIOBaHHA PE3yNbTAaTiB MiKYyBaHHA BUKOPHC-
TaHO 3araJIbHONPUITHATHUI CTAaHAAPT HAYKOBUX ITyOITi-
Kaliii, npucBsAYeHux npobiemi nikysanns JIM [11],
y AKUX BUKOPUCTAHO K/iHi4Hi rpaganii. Perpeciro JIM
Ha 0-25% O1LiHEHO AK BifICYTHill pe3y/IbTaT, a perpecito
JIM Ha 26-50% — sIK 3aOBiNTbHMII PE3Y/IbTaT; PErpecito
JIM na 51-75% — sk go6pwuit pe3ynbrar, perpecito JIM
Ha 76-100% — AK BifMiHHUII PE3Y/IbTAT.

Cmamucmuunuii anani3. Po3snofin faHuX OlliHeHO
3 BUKOPUCTaHHAM KpuTepito CTbIO[IEHTa i KpUTePito
Binkokcona. [Ing BuABnieHHA GaKTOPiB PU3UKY, IO
BIUIMBAIOTb Ha BUHMKHEHH: YCKIafHeHb JIM, mobymo-
BaHO MOJIe/Ib IOTiCTMYHOI perpecii. CraTucTuyHmii aHa-
Ji3 IPOBEJEeHO 3 BUKOPUCTaHHAM IIAKeTy CTaTUCTUYHO-
ro aHanisy «IBM SPSS for Windows version 24.0»(«IBM
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Puc. 1. MPT-gocaigxeHHAa nayieHma O., BIKOM 2 POKM.
Ha ¢poHTanbHOMYy (y pexkumi T2 3 npuayLIeHUM CUrHanom),
akcianbHomy (ACD-KapTa ana andysiiHo-3BarkeHnx 306pa-
»KeHb) Ta caritanbHoOMYy (Y pexxunmi T2) 3pisax BisyanizoBaHO
TOHKOCTIHHE YTBOPEHHA 3 PIANHHMM BMICTOM HENPABUABLHOI
dopmu, NoB’A3aHe 3i CTIHKOI ro/I0AHOI KULWKMK (KONbOPOBI
CTPiNKK)

Puc. 2. KT-gocnigxeHHA nayieHmKu M., Bikom 2 poku. Ha ak-
CianbHOMy, GpPOHTaNIbHOMY Ta cariTabHOMY 3pi3ax y BEHO3-
Hii ¢dasi BisyanisoBaHO yTBOPEHHSA MaKCMMaibHUMW PO3Mi-
pamu 118,6x44,5x36,2 mm, HaNnoBHEHe PiAMHO Ta
nos’sA3aHe 3i CTIHKOI CUIMONOAIBHOI KMIWKKN (KONbOpOBI
CTPiNKK)

Corp.», Armonk, NY) i «<EZR» (R-statistics). Cratuc-
TUYHY 3Ha4YLIiCTh BCTAHOBJIEHO Ha piBHi p<0,05.

HocmimxeHHs cxBajeHO eTUIHOI0 KoMmiciero Harrio-
Ha/IbHOTO MeAU4YHOro yHiBepcurety iMmeni O.O. boro-
MOMBIIA. YCi TOCTiMKeHHsI BUKOHAHO BillIOBiTHO MO
3aTBepI>KeHNX peKoMeHpaniii. [IpoTokorn sacifanna
eTu4HoI KoMicii Ne 127 Big 02.12.2019, 3 ypaxyBaHHAM
GCP-ICH ra Ienbcincpkoi gexnapanii [19]. Orpumano
MCbMOBY iHQOpPMOBaHy 3rofly 6aTbKiB/OIiKyHIB ycix
YYaCHMUKIB JOCTTIIPKEHHA.

PesynbraTu mocnimkeHHs Ta iX 00rOBOpeHHs
XapaKTepuCTHUKY MAI[i€HTiB HaBefjeHO B TabmmIyi 1.
Y rpymni nepesakanu nanieHTH 40/I0BiYO0I CTATi —
11 mpoTu 7 mani€eHTiB )XiHOYOI CTaTi, CIIiBBIHOIEHHA —
1:0,63. Bix naijieHTiB Ha MOMEHT 3B€PHEHHSI KO/IMBaBCS
B MeXax Bif 1 micAna go 13 pokis, MefiaHa BiKy —

2,5 (95% [I: 0,75-5) poky. 3a BiKOBOIO CTPYKTYpPOIO B
TOCIIIPKYBaHil IPYII TPETUHY CTAHOBU/IY JiTVU BiKOM
mo 1 poky (n=5; 27,7%), 6inpuricTp namieHTiB Oy Bi-
KOM Bifi 2 110 5 pokiB (n=10; 55,5%).

Cepen pocnimKyBannx nmanieHTis 17 (94,4%) miteit
Masu KiaiHivHi nposisu JIM, 1 (5,6%) puTrHa 3ammiia-
7acsi 6e3CUMIITOMHOIO B Me)XXaX TePMiHY CIIOCTepe)KeH-
HA. 12 (66,6%) 0Ci6 3BepHY/INUCH 110 JOTIOMOTY B €KC-
TPEHOMY HOPAAKY, 3 HUX 5 (41,7%) XBOpUX Maju
KJIiHiKy TOCTPOI KMIIKOBOI HENIPOXi/IHOCTI.

Ilonepenne XipypriuHe BTpy4aHHs B iHIIMX K/TiHiKax
BIKOHAHO 3 (16,6%) miTsAM, HOKa3aHHAM JI0 BTPYYaHH:A
0yB miarHo3 rocTporo arneHaUIUTY. O6CAT MPOBefeHNX
OIEepaTUBHMX BTPyYaHb: JiarHOCTUYHA JIAlIapOTOMif,
nyHKLiA JIM 3 KpOBOBI/IMBOM Y IOPOXXHMHY KicTy (n=1),
IOUTYHI BCTAaHOBJIEHO [iiarHo3 «TpaBMa opraHiB yepeBHOI
TIOPO>KHVHI»; HIaTHOCTMYHA JIAIIAPOTOMiA (n=1), giarnoc-
TIYHA JIATIAPOTOMIs 3 arieHeKToMito (n=1) — B 000X fiTeit
BUSIBJIEHO TOTa/IbHE YpaXKeHHs OpIoKi.

Cepep KIiHIYHMX CUMIITOMIB IlepeBa>kaB 60/1bOBMII
CUHJPOM, KW criocTepiraBcs B 11 (61,1%) mireit, y ma-
LIIEHTIB MOJIOAILIOTO BiKY BiH IIPOAB/IABCA HECIIOKOEM
(n=4;22,2%). Kpim Toro, ciocrepiranics HygoTa i 67ro-
BaHHA (n=7; 38,8%), 36inbimeHHs knBota (n=4; 22,2%),
3aTPMMKAa Ta Bi/ICyTHICTb BUIIOPOKHEHD (n=5; 27,7%),
Hi/[BUIeHHA TeMIlepaTypu Tina (n=6; 33,3%).

Y mireit, 1150 3BEpHY/IICA 110 JOIOMOTY B €KCTPEHOMY
HOPAZAKY, IepBUHHE TA60paTOpHE 0OCTE>KEHHS BUABMI-
JI0 JIEIKOLIITO3, CEpeNHA Ki/IbKiCTb JIEMKOLUTIB CTaHO-
Buna 11,9+3,2 Tuc., a B Maui€HTiB, M0 3BEPHYIUCA
B IVTAHOBOMY IIOPSAZIKY, — 6,33+1,8 Tuc. (p<0,001).

Ilepsunny Bi3yamisalilo IPOBENEHO 3a JOIIOMOIOX0
Y311 ycim nanientam (n=18; 100%). YnbTpasByKOBUMU
o3HakaMmu Kicto3uux JIM yepeBHOI NOPOXXHNMHM OYIN
OIVIHMYHI a60 MHOKMHHI JIOKa/1i30BaHi TOHKOCTiHHI
aHEXOTeHHI KiCTO3Hi yTBOPEHHSA 3 TOHKMMMU IepeTHH-
kamu (n=7; 38,8%) ab0 pinuHHI yTBOPEHHS 3 iUCIIepC-
Humu BMictoM (n=11; 61,2%) 3a paXyHOK HasABHOCTI
B HMX BHYTPILIHbOTO BiJJIyHHS Y€pe3 KPOBOBUJIUB Y
HOPOXXHMHY KicTy 260 indikyBaHHA 1i BMICTY.

binpmocri (n=11; 61,1%) marijieHTiB A1 OigTBEP-
IDKeHHs aiarHo3y BukoHaHno MPT (puc. 1),y 3 (16,6%)
Bunazgkax BukoHaHo KT (puc. 2). MPT i KT ganu smory
HigTBepAUTY AiarHo3 Kicto3Hoi JIM, aney 5 (35,7%) Bu-
MMaikax 3arajJioM He Halay MOK/IMBOCTi BCTAHOBUTHU
TOYHOI NoKanisanii JIM i cTynens ypakeHHs KMIIEYHN-
Ka Ta 6pyoKi.

Vcknmaguenns JIM Bunukmm B 7 (38,8%) maijieHTis,
cepefi AKUX — ITIOBHA Ta YaCTKOBA KMIIIKOBA HEIIPOXif-
HicTb (n=5; 71,4%), indikyBanusa JIM i3 po3BuTKOM
JIOKaJIbHOTO TepuToHiTy (n=1; 14,3%) i KpOBOBUIVB Y
nopoxunuy JIM (n=1; 14,3%).
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Ta6mmusa 2
JIikyBanbHa TaKTMKa Ta pe3yAbTaTH TiKyBaHHA MalLli€EHTIB JOCi)KyBaHOI TPy
]
I
L o Pesynbtat niky- | £ $
Ne | Jlokanizauia JIM s YcknagHeHHa IM Cnoci6 nikyBaHHA BaHHS E g
Z 853
g o8
[ =G 2
1 [onogHa KMLWKa 3 YACTKOBA KULIKOBA He- | BigKpuTe BUAANEHHA BiZAMIHHWI 22
NpoXxigHiCTb
2 34yXBMHHA KMLUKa M | 4acTKOBa KMULIKOBA He- | MiHiiHBa3MBHe BTpy- BigMiHHWUI 27
NPOXiAHICTb YaHHA
3 fonogHa KulKa + bpuska M  |4YacTKoBa KMLLKOBA He- | BiAKpUTE BUAANEHHA | BigMiHHUWI 30
NPOXiAHICTb
4 BucxigHa 06040Ba KMllKa + 3 KMLLKOBA HEMpOXia- MiHiiHBa3MBHe BTpY- BiAMIHHWI 37
6puka HiCcTb YaHHA
5 MNonepeyHo-060408Ba KMWKa + |3 BigKpUTE BUAANEHHA | BigMiHHMIA 12
6puka
6 CurmonogibHa KuuiKka + 6puka |M | iHdiKyBaHHA J/IM, ne- | KoHBepcin BiAMiIHHWI 8
PUTOHIT
7 [onogHa KMWwKa 3 3aTPUMKa CTiNbLA, Te- | MiHiiHBa3MBHe BTPY- BiAMIHHUN 27
He3Mu YaHHA
8 BucxigHa 06040Ba KMlLKa 3 KOHBepCisA BiAMIHHUN 18
9 Bpuka ronogHoT KNLWKK MiHiiHBa3MBHe BTpY- BiAMIHHUI 20
YaHHA
10 | bpuKa, TOTaNbHE yparKeHHsA 3 CNOCTEepPEXKEHHSA - 10
11 | bpuKa 34YXBUHHOI KULIKKU 3 BiAKpPUTE BUAANEHHA | BiAMIHHWUI 14
12 | Cnina KuwkKa 3 KOHBepCiA BiAMIHHWI 44
13 | 3ayxBMHHA KMLLIKA M | 3aKkpenu Ha Thi KOMN- | MiHiiHBa3MBHe BTPY- BiAMIHHWI 8
pecii cirmu YaHHA
14 | Bpua, ToTaNbHEe YpaXKeHHA 3 cUcTeMHa Tepanis [06puit 72
mMTOR-610KaTopamum
15 | bpua cMrMmonoaibHOT KMLIKK M BiAKPUTE BUAANEHHA | BIAMIHHWI 9
16 |lonogHa KMLWKa 3 MiHiiHBa3nBHe BTPY- BiAMIHHMN 13
YaHHA
17 | Bpuyka 06040BOi KNLWKK 3 MiHiiHBa3nBHe BTPY- BiAMIHHWI 21
YaHHA
18 |Bbpwuka ineoueKanbHOro KyTa M | Kkpososuaus B JIM KOHBepciA BiAMiIHHWI 26

Mpumimku: Tun JIM: M — nepeBa*KaHHA MaKpPOKICTO3HOro KOMMOHEHTA; 3 —3miwaHuii Tun JIM.

JIikyBanbHY TaKTUKY BU3HAY€HO aHATOMIYHOIO /I0-
Kanisaniero Kictosnoi JIM, kniHiYHMMK TpOABaMU
(Tabm. 2).

Xipypriuse /1ikyBaHHA B yMOBaX LEHTPY IPOBENEHO
16 (88,8%) mamienTam, 3 Hux B 11 (68,75%) Bumagkax
BTPy4YaHH#A PO3IIOYaTO 3 IalapocKoiil. Jlamapockomiy-
He Bupmanenus JIM Bukonano 7 (43,7%) miTsaM, a KOH-
Bepciio — 4 (25%) xsopum. Bupanenns JIM i3 Buxopuc-
TaHHAM BiJKPUTOTO HOCTYIY 3aCTOCOBAHO B 5 (31,3%)
MaIli€HTIB.

KoHnBepcito BUKOHaHO 32 HaABHOCTI BUCOKOTO pU3U-
KY IOUIKO/DKEHHA OTOYYIOUMX CTPYKTYP Y MALiEHTIB i3
BUpaKeHMMM 3alla/IbHMMM Ta IOCT3aNa/IbHIMM 3MiHa-
M1 B Micni postamryBanna JIM. Y 5 (33,3%) Bumazkax

3[Ii/ICHEHO pe3€eKIIil0 CErMeHTa ypa>keHOi KUIIKU 3 I10-
JanblIYM HaK/Ia/laHHAM eHTepO-eHTePO aHaCTOMO3Y,
3 (60%) 3 AKMX HAKTaJeHO eKCTPAKOPIIOPAIbHO 3 BU-
KOPUCTaHHAM PO3LIMPEHOr0 JOCTYITy ITyIIKOBOTO IIOp-
Ty (puc. 3).

Y 2 (11,2%) piTeit 3 TOTaIbBHUM Ypa>KeHHAM OpYDKi
xipypriuHe BUjia/IeHH IIOB sI3aHe 3 BUCOKMMU PU3VKa-
MM BUHMKHEHHA CMHPOMY KOPOTKOI KMIIKY, TOMY Ti-
KYBaJIbHY TAKTUKY BM3HA4Y€HO 32 HAABHOCTI B HUX KJIi-
HiYHVX ITposBiB. [IuTuHi 3 peunanBHOW0 MaHidecTalio
ABUIL KNIIKOBOI HENTPOXiJHOCTI (n=1;5,6%) Ipu3Ha-
4eHO CUCTeMHY Tepamiio iHri6bitopamu mTOR-
peuenTopis. bescumnromuiin gutuai (n=1; 5,6%) 06-
PaHO TaKTUKY CIIOCTEPEXXEeHH:.

ISSN 2304-0041 Xipypria auTadoro siky (Ykpaina) Ne1(78)/2023 | 83



OpuzinanvHi 0ocnioxneHHs. AGOOMIHANbHA Xipyp2is

—

Puc. 3. EKcTpakopnopanbHe BuaganeHHa JIM cermeHTa ronoaHOoi KULWKK. A — eKCTepiopu3aLlia cermeHTa ronogHoi KULWKK 3
ypaxeHoto JIM ginaHKkoto 6puxi, BUA, i3 60Ky 6puXKOBOro Kpato; b — BUSHaYEHHS MeX pe3ekLii KUWKKU; B — eHTepo-eHTepo

aHacTtomos (bina cTpinka) nicna suganeHus JiM

06

Sensitivity

02

0.0

T T T T T T
10 08 06 0.4 02 00

A Specificity

06

02

00

T T T T T T
10 08 06 04 02 00

5 Specificity

Puc. 4. ROC-kpwmBa: A — TpudaKkTopHOI Mogeni norictuyHoi perpecii (AUC=0,922; 95% Al: 0,792-1); b — ogHOodpaKTOpHOI Mose-

ni norictnyHoi perpecii (AUC=0,812; 95% A]: 0,611-1)

Puc. 5. lNicTtonoriyHa KapTUHa KicTo3HOI nimdaHriomm, 3a-
6apBAEHHA reMaTOKCUANIH-€03MH, 36iblueHHs X20: po3wun-
PEeHHA 3MiHEHMX NiMbATUYHUX CYAMH, MOMIpHA iHGiNbTpauia
KNiTMHamK nimoigHoro pagy

[lna BuB4eHHA QaKTOPiB, O MOIIM BIVIMHYTHU Ha
PO3BUTOK YCKIajHeHb, MOOYJOBAaHO MOJeNb
noricTu4HOI perpecii, 10 AKOI BBeleHO TaKi GaKTOpu:
«BiK Ha MOMEHT 3BE€PHEHH», «CTaTb», <MAKPOKiCTO3HA
JIM», «mydTomnopibHe ypakeHH kuiku». [TobynoBana
ROC-kpuBa (puc. 4A). ®axropu, 1[0 FOCTIIKYBANTUCS,
Ta pe3y/IbTaTy HaBeleHo B Tabui 3.

IlepeBakaHHA MaKpOKiCTO3HOrO KOMIIOHEHTA B JIM,
10 Ypa)Ky€ KUILIKY, BIUIMBA€E HA IiiBUIIEHHA PUSUKY
BUHVKHEHH ycKnagHeHb (p=0,0236). Ha ocHoBi 11b0T0
pe3ynbTaTy nMoOys0BaHO OXHOPAKTOPHY MOJEIb
norictiyHoi perpecii (puc. 4b).

B ycix Bumajikax xipypriusHoro BupaneHHs giarHos
KicTo3Hoi JIM mifTBeppKeHo rictonorivHuM (puc. 5) ta
imyHoricroximMiyHuM gocnimpxennamu Ha D2-40 (Podo-
planin), sixwit € cienudivanm Mapkepom JIM.
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Tabmmusa 3

®daxTOopy pU3NKY, BBeleHi B MOJIe/b IOTiCTUYHOI perpecii
dakTop BLU (95%A4]) p
Cratb 0,796 (0,02720-23,30) 0,8948
Bik 2,80e-09 0,1517
MakpokictosHa JIM 21,000 (1,5000-293,00) 0,0236
MydTonoaibHe ypaXKeHHA CTIHKM KULLKK 0,172 (0,00224-13,30) 0,4278

Pesynbrar mikyBaHHA onjiHeHO B 17 (94,4%) marjien-
TiB; 1 (5,6%) IUTHHI, 110 3a/IMIIanacsa 6€3CUMIITOMHOO
B ME@XaX CTPOKY CIIOCTepPeXXeHH, 00paHO TAKTHUKY CIIO-
CTepeXXeHHH, a JIiKyBaHH:A He poBefeHo. BitMinHOTO
pesynbTaTy HOCATHYTO B 16 (94,1%) mauieHTis, mo
OTpUMaju Xipypriude nikyBaHHs, Ta fOoOporo -
B 1 (5,9%) XBOpOroO, y AUTHUHY, [0 OTPUMYBaIA CUCTEM-
HY KOHCEpBaTMBHY Tepatiio. Peruausis Kictosunx JIM
y NMaLi€HTIB Mic/IA XipyprivHOro JiKyBaHHA IPOTATOM
IIEPiOfY CIIOCTEPEKEHHS He BUABJIEHO.

O6roBopeHH:

KicrosHi JIM - e cyauHHi Manbdopmalii 3 HOBi/Ib-
HJIM KPOBOTOKOM, Ha SIKi IpuIafae npuoamsHo 6% ro-
OpOSIKICHMX YTBOPEHb HAIli€EHTIB AUTAYOrO BiKy. JIM
CKJIa[IAI0ThCS 3 PO3UIMPEHNX MiMPAaTUIHNX KaHaIiB, AKi
YTBOPIOIOTD KiCTONOAIOHI CTPYKTYpH 3 pi6po3HMMMU
nepetTuHKaMu. BHyTpimni crinku JIM BucTeneHi 3pi-
JIMM eHIOTeTieM 0e3 KIiTMHHOI aTumii, tomy JIM He €
HOBOyTBOpeHHaMH [1,2,3,18].

PospaxyHkoBa 4actora J/IM oniHweTbca B 1,2-
2,8 nimdparnynoi manppopmanii Ha 1000 mosoris >xu-
BUM JOHOILIEHNM IUIOTOM, a00 Bif 2 1o 2,8 malieHTa Ha
100000 rocmiramizamiit [19]. 3a iHimmMu orfiHKamu, 4ac-
tota JIM oninmoeTrbcs B 1:2000 rocrriTamisaiii o guTs-
4yx mikapens [10]. Ha inTpaabpominanbhi JIM npumna-
mae 6mmspko 5% JIM ycix noxanisamin [4,11,16].
Y namomy gocmimxkenni JIM, o ypa>xyoTh KUIIEYHUK
Ta OPIIKY, Cepert Mal[iEHTIB, 110 OTPUMYBa/IN TiKyBaHHSA
3 npuBofy JIM pisHUX noKami3anii, CTaHOBUIN
18/240 (7,5%).

binpuricts JIM fliarHOCTy€eTbCA B P KiIbKa pOKiB
xxutts [1,8,10,12,15]. Tlik nposiiB abgominanbunx JIM
IpUIafia€ Ha Bik 2—5 pOKiB [5,9,12-14], 3a3Buyait yepes
K/IiHIYHI IPOSIBY TOCTPOrO XKMBOTA. 3BEPHEHHS II0 Me-
AMYHY JOIOMOTy 00YMOBJIEHe TUM, 1[0 iHTpaabmoMi-
HanbHi JIM, fK i Ti, 1IT0 TOKaJIi30BaHi B 6y,T_Lb-HKOMy iH-
IIOMY MicCIji, MOXYTb panToBO 36inmbmurucsa ab6o
BUK/IMKATY Oi/1b Yepes CIIOHTAaHHI KPOBOBM/IMBM B I10-
PO>KHUHY KiCTH, MicuieBe iH(iKyBaHHS, 94U K BiIIOBinb
Ha cucTeMHi iMyHosnorivysi ctumyn [18]. Y Hamomy po-
C/IIJI)KEHH] BiK ITalli€eHTiB HA MOMEHT 3BEpPHEHHA KO-
BaBCA B MeXax Bif 1 micAna mo 13 pokis, MefliaHa BiKy
cranoBuia 2,5 (95% [1I: 0,75-5) poky, 110 Bignosifae

TAHVM JliTepaTypu. Y nanienTis 3 JIM 4epeBHOI MOPOXK-
HUHU TlepeBakHa O61/bIIiCTD JOCTIKeHb He BUSIBUIA
JIOCTOBIPHOTO TeHIepPHOTO MepeBaXkaHHs [6,11,12,14], sk
i B HAIIOMY JOC/Ii/I>KEHH], AAKe He BUABWIIO JOCTOBIpHOTO
TE€HJ,EpHOTO NepeBa’kaHHA B TPYIIi IIAlli€HTIB.

3a gaHuMu nirepatypu, 80-96% mnauieHTis i3 Kic-
To3HMMU JIM YepeBHOI MOPOXKHMHM Many KIiHiYHi
IPOSBY, HAMIOIMPEHIINM i3 HUX OYB Oi/1b y )KUBOTI
[10,12,15,16], 1m0 KOpETIOE 3 OTPUMAHNMM Pe3y/IbTa-
tamu: 17 (94,4%) nanieHTiB Majayu KIiHiYHI IpOsBK
JIM, 12 (66,6%) 3BepHYIUCH TI0 JOIIOMOTY B €KCTPEHO-
MY HOPAJKY.

YnbpTpasByKoBe JOCTIIPKEHHA € IIEPIIMM €TaIlOM Bi-
3yasisanilHoi giarHocTuky JIM yepeBHOI HOPOKHUHA
B mitel [3,4,6,9], moganbliie 0OCTEXXEHHA 3a JOIIOMOTOI0
MPT ra KT napae gomatkoBy iHpopMaIiio oo 10Ka-
misanii ypaxxeHHs. OfHaK, He3Ba)Kalo4y Ha Te, L0 pe-
3y/IbTaTU Bidyajisallii BiJirparoTh BasK/IMBY POJIb y Hia-
rHocTu1i JIM 4epeBHOI NOPOXKHUHY, CI1ifl BpaXOBYBaTH,
1[0 He iCHY€e BUCOKOCHendiyHOI peHTTeHOMOTiYHOT
KapTUHMY, siKa 6 /ja/ia 3MOTry BCTAHOBUTY OCTATOUHUIA
piaraos [3-5]. MPT B pexxnmi T2 € «30motum cranpap-
TOM» JiaTHOCTUKM JIM: [oCTii>KeHHA MO>XXHA IIPOBOAIN-
T 6€3 KOHTPACTYBaHH, OCKI/IBKY B IIbOMY pexxnmi JIM
TUIIOBO JAIOTh BUCOKY iHTEHCUBHICTD cuTHay. Pesynb-
TaTy JOCTimKeHH: B pexxumi T'1 BapiabernbHi, 60 iHTeH-
CUBHICTb CUTHAJTy B IbOMY PEXMMi 3a/IEXKUTD BiJj BMic-
Ty npoteiny B piguHi Kictu. IlopisasiHo i MPT, y pasi
BukoHaHHA KT Ha 300pakeHHA MeHIlle BIUIMBAIOTD
MIepIICTANIbTIKA, ITy/IbCAllis Ta apTeaKTy PyXy; OTHAK
noteHyinauM HegonikoMm KT € mpomeHeBe HaBaHTa-
keHHA. [lo HegonikiB MPT HanexxaTh TpuBaIicTh KO-
CITiZPKEHHs, YacTa HeOOXiIHICTh cefanil mamieHTiB Mo-
JIOALIOTrO BiKY i 10ro 06Me)xeHa JOCTYIHICTS [3,5].

Y HamoMy mocnimxeHHi Y3/l mepBMHHO BMKOHAHO
BciM (n=18; 100%), sike B 6iybIocTi BUNazaKkis 6yyo iH-
dbopmaTuBHUM 14 iHinianpHOI migo3pu Ha JIM. MPT
BMKOHaHO 6inpuiocTi marienTis (n=11; 61,1%), aBTopu
HaJatoTb nepeBary MPT gk MeTony, 1110 € 3araabHO-
NpUIHATUM A7 fiarHocTuKM JIM y IpoBigHMX cBiTO-
BMX LIEHTpax. B ekcTpeHux Bumagkax (n=3; 16,6%) BU-
koHaHo KT, xonu nepmodveprose sHa4eHHS Maln
TepMiHM 06CTEXXEHH Ta Yac IPOBEeeHHs HOCIi/PKEHHS.
i meTopu BisyanisaliifHOI JiarHOCTUKM JalIN 3MOTY
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migTBepAuTY AiarHo3 Kicto3Hoi JIM, aney 5 (35,7%) Bu-
IajKax He HaJaay MOXX/IMBOCTi TOYHO BCTAHOBUTHU
3B’3Ky JIM 3i CTIHKOIO KMIIKY Ta CTYIIEeHS ypaXkKeHHs
OpYKi.

Cepep, ycKnaIHEHD, sAKi po3BuBaloTbhcA pu JIM ku-
IIeYyHMKa Ta OpIYKi, HalfyacTile 3raiyl0ThCsl KMIIKOBA
HETPOXi/IHICTb, 3ABOPOTY 3 PO3BUTKOM illeMil, 11j0 IIpy-
3BOZATD JI0 HEKPO3y kuuiku [6,10,12,15]; y 6inbiocti
BUIIA[IKiB 3aBOPOTH 3 ITOfA/IbIIOI0 HEIPOXIZHICTIO Tpa-
I/IAI0TbCA 3a ypakeHH:A JIM TOHKOTO KMIIEYHMKA, 32
PaxyHOK BeJIKOT0 00’ €My KiCTI Ta pyX/IMBOCTI KMIIKIL.
KpoBoteua B mopo>xHUHY KicTu Ta iH}ikyBaHHSA BMIiCTy
Kicty JIM TpaIruIfgoTbCcA 3 MEHIIOK YaCTOTO0 [4,9,14].
Y Hamiit gocmipKyBaHili Tpymi ycKkIagHeHWIT mepe6ir
crioctepiraBcs B 7 (38,8%) maijieHTiB, 3 mepeBayKaHHIM
IIOBHOI Ta YaCTKOBOI KMIIKOBOI HENMPOXiKHOCTI (n=>5;
71,4%); indixyBannam BmicTy JIM Ta KpOBOBUIMBOM y
nopoxxunHy JIM (o 1 Bunaznky; 14,3%).

Xipypri4uHe miKyBaHHS Hepefdadae IOBHE BUAICH-
HS ypa)XkKeHH: Ta B OIIBIIOCT] BUNIA/IKiB XapaKTepusy-
€TbCSA CIPUATINBUMU Biija/IeHNMM pe3y/bTaTaMy Ta
HM3BKVM PU3NKOM penuausy [6,10,14]. Xipypriune Bu-
IajieHHs € eeKTUBHUM Oe3pely/JUBHIM BapiaHTOM
NiKyBaHHA i30/IbOBaHNUX iHTpaaboMiHaIbHNX TiMpa-
TUYHMX Ma/IbQOpMaIiiil 32 YMOBY IXHbOTO IIOBHOTO BJ-
HajeHHs, 1o nokasaHo B cepii H. Elbaaly Ta cniBaBbr.
(4], sixi npoBenu ycnitHe Bupanenssa JIM y 25 i3 26 nma-
L[i€EHTiB CBO€I TPyNN, y TOMY 4MCIIi IPY i30/IbOBAHNUX
MikpokicTosHux JIM 4epeBHOI MOPOXHUHY, 11O HE
MO>Ke OyTV BUKOHaHe IIpy MiKpokicTo3uux JIM M’ sknx
TKaHuH [3]. Ycmix xipyprigHoro nikyBaHHA OKa3aHO it
inmmmy aBropamu: 10/10 manientis rpymn (Q. Li [12]),
13/13 nauienTis rpynu (A. Gafar [6]), 7/8 nauieHTis
rpymu (L. Jiao-ling [9]). ¥ mamriit rpymi xipypriune miky-
BaHHsI IIpoBefieHo 16 (88,8%) marjientaMm, B ycix focsr-
HYTO Bi]MiHHOTO pe3y/bTaTy.

OcraHHIM YacoM JJOCATHYTO 3HaYHOTO IIPOTPeCy B
PO3YMiHHI MOTIEKY/IIPHOI OCHOBY IaToreHesy JIM muis-
XoM ifeHTudiKanii IXHiX reHeTMYHMX IPUYUH Y ITOEN -
HaHHI 3i 3’ACyBaHHAM OCHOBHUX MeXaHi3MiB Ha TBa-
PUHHNX MOAe/NAX i MiMpaTUIHUX eHIOoTeTiaTbHUX
KJIITMHAX, OTPUMMAaHKX y NMalieHTiB. binbiicTs moopu-
HOKVX COMaTMYHNX MYTaIlilf, AKi BUKIMKAIOTD TiMda-
TUYHI ManbdopMalii Ta cknagHi miMdaTudHi aHOMati,
BiOyBaIOTLCA B TeHAX, AKi KOAYIOTh KOMIIOHEHTH IIIA-
XiB Ilepefiaui curHay OHKOreHHoro ¢akropa pocty. Le
IPU3BEJIO [0 YCHIIIHOTO nepenpodinoBaHHs JesKIX
L[i/IbOBYX TepaleBTUYHNUX 3aC00iB IPOTHU paKy A/ -
KyBaHHSA BaJ pO3BUTKY NiMQaTUIHOI cucTeMu Ta
CKTafHMX MiMaTnaHuxX aHoMatiin. OKpiM MyTauii, SKi
AiI0TH SIK aBTOHOMHI py1ii I[yX aHOMa i miMpaTnyHmux
€H/IOTeMia/IbHUX KTiTVH, TOTOYH] JaHi BKa3yI0Tb Ha Ha-

KJIaJIeHi TapaKpVHHI MeXaHi3MU, AKi KpUTUYIHO IIPU-
3BOJIATD JIO IIATOT€He3Y 3aXBOPIOBAHHS i 3a6e31e4yIoTh
TDOJATKOBIi MillleHi [ TepaleBTUYHOTO BTPY4YaHHS,
TaKi Ik CepyH/TPEOHIH NPOTeiHKiHAa3a, KA AKTUBYE
crHTe3 6i/Ka, 110 MPU3BOAUTD IO YNCTIEHHUX KIiTUH-
HMX IIPOLIeCiB, Y TOMY YMCTi K TMHHOI pornideparii Ta
IIOCVJIEHHA aHTioreHesy [19].

INTokasano, mo mTOR Bifirpae k11040By posb y na-
TOTeHe3i CyAMHHNUX aHoMaril. Cronyky, o iHrioye
mTOR, ciponiMyc, cXBaneHO A/ TiKYBaHHA CYUHHIX
Manbdopmaliiit, OCKI/IbKM BOHA BUK/IMKA€E 3HVDKEHHS
¢dakTOpa pOCTy eHAOTeNiI0 CYAVH, KNI € BiToMUM
K/TIOYOBYIM PETY/IATOPOM y niMdaHrioreHesi Ta aHriore-
Hesi. [Ipo ycnimne 3acrocyBanaa mTOR-inri6iTopis
IIpy OOIIMPHNX Me3eHTepiaIbHNUX YPaKeHHX y KOH-
TEKCTi CKIafHUX NiMGATUIHNX aHOMAJII, IPU SKUX
xipypriuHe nikyBaHHs Ma€ 0OMeXXeHMI yCIIiX, TOBif0-
MJIEHO B pisHux mxepenax [1,4,7,19]. Y Hamiit gocrmi-
IKyBaHii rpyni KoHcepBaTuBHY Tepamito mTOR-
iHribiTopamu npusHauYeHO AUTHHI i3 CUMITOMHUM
TOTAJIBHUM YPa>KeHHAM OPYIKi, 1 3a 4ac crocTepexxeHHs
B ITAIliEHTa OTPUMAHO JOOPUIT pe3y/IbTaT TiKyBaHHS.

IIpo peuypuBy micns Xipypriusoro nikysanasa JIM
KUIIeYHIKa BKa3aHO HebaraTbma aBTopamu: B 1/12 ma-
uieHTiB (8,3%) [19], B 3/13 manienTis (23,1%) [20], ixne
BUHMKHEHHS, IMOBIpHO, [IOB’si3aHE 3 HEIIOBHUM BIJa-
nenHsaM JIM 4yepes 3B’A30K i3 3a04epeBMHHIM KOMIIO-
HEHTOM; allieHTH i3 3ao4epeBuHHNMU JIM He 3amyde-
Hi /10 HAllIOTO NOCTipKeHHA. Y Hallill JOCiIKyBaHil
TPy 3a 9ac CIIOCTEPEXKEHH: Y MTALIi€HTIB, 110 OTpUMa-
7 XipypriuHe 1iKyBaHH:A, He BUABJIEHO PELMIUBIB.

BucnoBku

JlimpaTtuuni manbpopmanii KumeyHnka ta 6proki
MOXXYTb MaTH SIK 0€3CHMITOMHMIA, TaK 1 YCK/TagHeHMit
nepe6ir, sikuit cocrepirascs B 7 (38,8%) marieHTis, 30-
KpeMa, 3 KMIIKOBOK HEIPOXiJHICTIO (n=5; 71,4%), in-
dixyBanHAM BMicTy JIM 3 10KaTbHUM IIEPUTOHITOM
(n=1; 14,3%) i kpoBOBWIMBOM y mopoxxuuHy JIM (n=1;
14,3%). IlepeBa>kxaHHA MaKpOKiCTO3HOTO KOMIIOHEHTA
JIM, 110 ypaxXylTb KULUIEYHUK, € PAKTOPOM, AKMUIL
BIIIMBA€ Ha YaCTOTY BMHUKHEHH:A YCKIaJZHEHD
(p=0,0236). Y31 € CKpMHiHrOBUM METOOM JIiarHOCT-
KJ YepeBHOI IOPOXHMHU, IIepef] XipypriYHoo iHTep-
BeHIjier ciff mposopnty MPT nmia yTouHeHHA cTpyK-
Typu Ta nokanisanii JIM. Xipypriune nikyBaHHA €
eeKTUBHUM i 6e3NeYHNM CII0COO0M epajuKaliii 10-
KanbpHuX JIM KnineyHuka ta 6pyoki; BigMiHHOTO pe-
3y/IbTaTy JOCATHYTO ¥ 94,1% (n=16) nmauieHTis i3 10-
Ka/IbHUMM ypaXeHHAMM. ToTabHe ypaskeHHs Opuxi
CYIIPOBOJKYETHCA BUCOKMMU PU3UKAMM IiCIIA Xipyp-
TiYHOTO BUJA/IEHHS; ABTOPY PEKOMEHYIOTh PO3ITIAHY-
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OpucinanvHi 00cnioneHHs. AGOOMIHANbHA Xipyp2ist

TY TaKTUKY CIIOCTEPEXXEeHHA a00 CUCTEMHY TepaIliio
mTOR-6mokatopamu. [IUTHHA 3 TOTATbHUM YpaXkeH-
HAM Opyoki gocAraa fo6poro pe3ynprary TiKyBaHHS
inribiropamn mTOR-penentopis.

Aemopu 3as6ng10mv npo 6i0cymHicmo KOHPiKmy

iHmepecis.
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