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Jlimdarmyani manbdopmanii (JIM) - me BpomKeHi Bagy po3BUTKY MiM(AaTUYHNX CyANH i3 MOPYIIEHHAM iXHbOI
mudepeniialii 3 pisHOMaHITHMMY KIiHIYHMMM ITposgBaMu. AGOMiHa/IbHA JIOKATi3allig CTAHOBUTD MPUOIN3HO 5%
ycix JIM. Xipypriuse TiKyBaHHS € MeTOZOM Bu6opy s JIM, 10 ypaskyloTh KUIIEYHUK.

Mera - npoaHaji3yBaTy BlIaCHUI JOCBiJ JiarHOCTVKY Ta TiKyBaHHA KicTo3HMX JIM KunreyHnka Ta 6pyoki; Bu-
BYNTY (PAKTOPM, 10 MOXKYTh BIVIMHYTY Ha MifIBUIEHHA PU3UKIB BUHMKHEHHS YCKIaHEHb, I IOJIIIIeHHA
pe3y/bTartiB TikyBaHHA AiTelt 3 /IM abmominanbHOI TOKamisaril.

Marepianu Ta MmeToau. I3 240 manieHTiB AUTAYOrO BiKy, AKi Mpoxomynmn nikyBaHHA KicTro3uux JIM B HICJI
«OXMATAWNT» 3 rpymus 2012 poky no nmuneHs 2022 poky, y 43 (19,1%) miaraoctoBano JIM yepeBHOI ITOP 0OXKHIHI
Ta 3a04ePEeBUHHOr0 IpocTopy. [lo mocmimpkysaHoi rpymu ysiitmno 18 (41,8%) miTeli, B AKMX AiarHOCTOBAHO ypa-
JKeHHsI KullleyHrka. Mepniana cnocrepesxenss — 20,7 (95% I1: 12-27) micaus.

PesynbraTn. Mepiiana Biky Ha MOMEHT 3BepHeHH: cTaHoBuUIA 2,5 (95% [I1: 0,75-5) poky. bonposuit cuagpom
0yB ZOMiHyIOUMM KITiHiYHUM nposiBoM (n=11; 61,1%), y nali€HTiB 7O POKY NPOSABIABCA HECIIOKOEM (n=4;
22,2%). 12 (66,6%) 3BepHYIUCA IO JOIOMOTY eKcTpeHo. Y 7 (38,8%) marjienTis nepebir JIM 6yB ycKnagHeHMIT
KIIIKOBOI HelpoxifHicTio (n=5; 71,4%), inpikyBanHAM BMicTy JIM 3 po3BUTKOM IepuTOHiTY (n=1; 14,3%) Ta
kposoBunBoM B JIM (n=1; 14,3%). Xipypriune nikyBaHH: nposezeHo 16 (88,8%) mamientam: 7 (43,7%) — nma-
Iapockorilo, 4 (25%) — xouBepciio, 5 (31,3%) — manaporomiro. Perpuansis JIM nicsa xipypriunoro nikyBaHHs
He Oyn0. CUMITOMHI JUTUHI 3 TOTQJIbHUM YpaXKeHHAM OpIKi IpU3HadYeHOo cucTeMHY Tepamito mTOR-
61oKaTopamu.

BucnoBku. Jlimbarnyni Manbdopmariii KuiedHnKa Ta Opyoki MOXKYTbh MaTH K 0€3CUMIITOMHMIA, TaK i yCKIaz-
HeHut mepebir, sknit crocrepirascs B 7 (38,8%) mauienris. IlepeBaXkaHHA MaKpOKiCTO3HOTO KOMIOHeHTa JIM,
II[0 YPaXKYIOTb KMIIEYHK, € GaKTOPOM, SIKUII BIUIMBAE HAa YACTOTY BUHMKHEHHs ycKIagHeHb (p=0,0236). Marsit-
HO-pe30HaHCHa ToMorpadis € HeoOxifHNM iHPOPMATUBHIM METOROM Bisyasisalii mepey iHTepBeHIIi€lo, ane He
3aB)X/IM JOCTOBIPHO Mi/ITBEPAXKYE CTYIIHb ypaXKeHHs CTIHKM KMIIKM Ta Opyoki. XipypriuHe 1ikyBaHHS € eeKTUB-
HVIM 34 JIOKQ/IbHOTO YPa)KeHHA KUIIeYHMKA Ta Opyki; BIAMIHHOTO pe3y/IbTaTy BOCATHYTO y 94,1% nanieHTiB. Y
pasi TOTaNIbHOTO ypaXkeHHs 6p1Ki MeTooM BIOOPY € KOHCepBaTBHa Teparis iHribitopamu mTOR-perenTopis.

JocimpKeHHA BMKOHAHO BilMTOBiTHO f0 IpyHIMIIB [enbcinchKol feknapanii. [IpoTokon Jocmii>KeH s yXBare-
HO JIoKa/IbHUM eTUYHMM KOMITeTOM YCiX 3a3Ha4eHNX y po6oTi ycTaHOB. Ha mpoBeeHHs AOCTiIKeHb OTPUMaHO
inpopmoBany 3ropy 6aTbKiB/OmiKYHiB, AiTell.

ABTOpPM 3aAB/IAIOTD PO BiICYTHICTb KOHQIIIKTY iHTEpeciB.

Kntouo6i cnosa: xicTvi 4epeBHOI IOPOXKHUH, TiMpaTidHi ManbdopMaliil, KUIIeYHNK, TAIIaPOCKOIIis, Tanapo-
TOMisI, 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.

Jlimbatuuni manpbopmanii (JIM) - e Bpomxeni
BaJIyl PO3BUTKY TIMMATUIHUX CYAUH i3 HOPYLIEHHAM
ixHpoi gudepennianii [2]. Xova HaitqacTilO0 TOKaTi-
3aniero J/IM e ronosa Ta mus, Ko 75%, BOHM 3ycTpiva-
I0ThCA B IHIIMX aHATOMIYHMX Ji/IAHKAX, Y TOMY YKCIi B
JyepeBHill NOpoXHMHI. AGOMiHaIbHA TOKaTi3a1is 3y-
CTPIYa€THCA JOCUTD PifIKO i CTAHOBUTD MPUOIN3HO 5%
ycix JIM [6,10-12]. JIM 3a3Bu4ait 1iaTHOCTYIOTbCA B
nmiTeit BikoMm 2-5 pokiB [6,10,15], pigiire — mpeHaTanbHO
a00 B HOBOHAPOMKeHNX [9]. Y uepeBHiit MOpOXHUHI
JIM nokanizyioTbcs B OpyKi, CalbHUKY, IUTYHKOBO-
KIIIKOBOMY TPAKTi Ta 3a04epeBMHHOMY ITpocTopi. Kic-
to3Hi JIM kmacudikyoTbcs K MaKpOKiCTO3Hi, MiKpo-
KiCTO3HI Ta 3MilllaHi, IO BIVIMBAE Ha JIiKyBaJIbHY
TaKTUKY Ta pe3yIbTaTy NiKyBaHHA [3-5]. YV yepeBHiit
nopoxHMHi 6inburicTs JIM npencTaBieni MakKpoKicTo3-
HuMmu Ta 3mimanymu [3,10]. Kniniuna kaptuHa pisHo-
MaHiTHa Ta BK/IIOYA€ CIIEKTP CUMIITOMIB Bifi BUITAZIKO-
BOTO BUABJIEHHA Ha MEAMYHOMY OINAAL 3 iHIIOI
IpUYMHU 260 HEYiTKOTO [UCKOM(OPTY B XXUBOTI 10O
IpOsABIB YCKJIa[JHEHD, Y TOMY YMC/Ii KMIIKOBOI HENIPO-
XiIHOCTI, 3aBOPOTY, illeMii Ta KpOBOTEUI, iH(i)iKyBaHHﬂ
BMicTy KicTtu JIM, 110 MOXXYTb 3arpOoXKyBaTy XUTTIO
autvnu [3,6,10,15]. OCHOBHUM C1IOCOOOM JTiKyBaHHS
abpominanpuux JIM e xipypriunmii [5,6,14], 3 mupoxum

Iiama30HOM pe3y/IbTaTiB, Bifi IOBHOTO OAYKaHHA [0
MOBTOpHUX penuauBiB. OCTaHHIMU JecATUpiYdAMU
MiHiiHBa3MBHa Xipyprif IMPOKO BUKOPUCTOBYETHCA B
nefiaTpyyHi momysnii [12], y Tomy uucrni B mikyBaH-
Hi KicTo3HMX JIM 4epeBHOI TOPOXKHIHIL

Mera focnifpKeHHA — IpoaHanisyBaTy BIACHUIL JO-
CBiJl JiarHOCTHKM i MiKyBaHHA KicTo3HuX JIM Kuiney-
HUKa Ta OpyoKi; BUBYMTU PAaKTOPH, IO MOXKYTD BITIN-
HYTU Ha MNiJJBUIIEeHHA PU3NKIB BUHUKHEHHHA
YCK/IaJJHEHb, 14 NOMIIIIEeHHA pe3yabTaTiB JIiKyBaHHA
miteit 3 JIM abmoMiHanmbHOI TOKaTi3allii.

Marepianu Ta METOAM JOCTI>KEHH A

Jani marieHTiB 3i6paHo 3 icTopiit XBOpoOM i IpoaHa-
Ti30BaHO peTPOCNEKTUBHO. I3 240 maiieHTiB AUTAYOTO
BiKY, IKi IpOXOAM/IN JIiKyBaHHA KicTo3HuX JIM y Hamio-
Ha/IbHII ANTAYIN crenianisosaniit mikapHi «OXMAT-
IOWT» 3 rpyana 2012 poky nmo nuneHb 2022 poxy,
y 43 (19,1%) piarnoctoBano JIM dyepeBHOI MOPOKHIHA
Ta 3a04€PEBMHHOrO0 TpocTopy. o mocmimpKyBanoi rpynm
3anydeHo 18 (41,8%) miTeit, IKMM iarHOCTOBAHO ypa-
JKeHHS KUIIeYHMKa 1/a60 Oproki KunevHnka. MeniaHa
nepiony crioctepesxenHs — 20,7 (95% JI: 12-27) micans.

3i6paHo Taki AaHi: Bik 1e0I0TY 3aXBOPIOBAHHS, OCHO-
BHi KJTiHiYHi CUMITTOMM Ta O3HAaKM, 3aCTOCOBaHI METOM
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Ta6muna 1
XapaKTepUCTUKA ALIiENTIB HA MOMEHT IIEPBMHHOIO 3B€pHEHHA [0 HanlioHanpHOI [uTAY01 clleniani3oBaHo] TiKapHi
«OXMATIOUT»
Ne |Cratb Bik KniHiuHi nposasum Tun Bisyanisauin
BUNAAKy
1 Yon. 1 mic. HyaoTa, 6at0BaHHSA, HECMOKIN, BiACYTHICTb BUNMOPOXKHEHHS E y34
2 Yon. 1 mic. bescumnTomHo E Y34+MPT
3 iH. 2 Mmic. 36inblIEeHHA }XNBOTa, HyA0Ta, 6/110BaHHSA, HECMOKIN E Y30+MPT
4 WiH. 8 mic. 36inblIEHHA XXNBOTa HYA0Ta, 6/10BaHHA, EKCUKO3 E Y3/,
5 WiH. 9 mic. 36inblIEeHHA }XNBOTa, HyA0Ta, 6/110BaHHA, rinepTepmin, Hecno- | E Y3/,
Kin
6 WiH. 2p. B0/1bOBMIA CUHAPOM, FinepTepmis E Y34+KT
7 Yon. 2p. BoboBUIA CUHAPOM, HYL0Ta, 610BAHHA, AM3YPUYHI ABMLLA E Y30+MPT
8 Yon. 2p. 36inbLUEHHA }KMBOTA, HECMOKIM n Y34+MPT
9 Yon. 2p. bonboBuiA CMHAPOM n Y30+MPT
10 Yon. 3p. Hypnota, batoBaHHSA, HECMNOKIN, rinepTepmin E Y30+MPT
11 Yon. 4p. bonboBuit cUHAPOM E Y30+MPT
12 WiH. 4p. b01bOBUIA CUHAPOM Mn Y30+MPT
13  |Yon. 4p. MepiognyHo 6inb, AnckomepopT n Y30+MPT
14 | XKiH. 5p. BobOBMIA CUHAPOM, HYAOTa, 6AOBAHHA, rinepTepmis E Y34+MPT
15 | XKiH. 5p. BoboBMIA CUHAPOM, FinepTepmis E Y34+KT
16 |Yon. 8p. bonboBMIA CUHAPOM n Y34+KT
17 Yon. 10 p. bonboBuMiA CMHAPOM, TinepTepmis E Y3/
18 Yon. 13 p. bonboBuUiA cCUHAPOM Mn Y30+MPT

Mpumimku: TMNn BUNaaky: M —naaHoBa rocnitanisauina, E— ekctpeHa rocnitanisauin.

Bigyasisanii, yck/lagHeHHs, CIIOCi0 TiKyBaHHS, pe3yb-
TaT JIIKyBaHHA.

[TpoBeneno mabopaTtopHe 0OCTEKEHHS: 3arabHNIA
aHaJIi3 KpoBi, 6ioximMiuHWIT aHaJIi3 KPOBI, KOarymorpamy.
Ynbrpassykose gocmimxenns (Y3]l) y pexxumi cipoi
IIKaJIM Ta 3 KOJTbOPOBYM JOIILIEPiBCbKUM KapTyBaH-
HAM IPOBEMIEHO AK IIOYaTKOBUI CKPVMHIHT Ha MOMEHT
MepBMHHOTO 3BEPHEHH: i Ha eTamax JIikyBaHHA Ta I0-
[JIBIIOTO CIIOCTepeXKeHHs. Y 6inbiocti (n=11; 61,1%)
BUIafIKiB BMKOHAHO MarHiTHO-pe30HAaHCHY TOMOIPa-
¢iro (MPT) nns migTBepiKeHH AiarHO3Y, a B IIepiof
criocrepesxerHs 2 (11,1%) mauieHTaMm — [is OLiHIOBaH-
HA edekTy miKyBaHHA. A 3 (16,6%) manientam nepern
NiKyBaHHAM BMKOHaHO KOMII'IOTepHY ToMorpadiio
(KT). ditaM i3 mizo3poio Ha KUIIKOBY HENPOXigHICTh
Ii/l Yac IepBMHHOTO 3BepHEHH: NIPOBEEHO OITIAOBY
peHTreHorpadiio opraHis 4epeBHOI HOPOXXHMHY (n=>5;
27,7%).

TexHika BUKOHAHHS BTPY4aHHA 3 BUKOPUCTAHHAM
MiHi1IHBa3MBHUX TEXHOJIOTII: TATAPOCKOIIiIO NTaljiEHTaM
IIPOBEJIEHO B YMOBAX 3arajbHOI aHecTesil 3 iHTybariero
Tpaxel Ta Miope/aKcalji€lo B IIOJIOXKEHHI JIe)KauyM Ha
criyHi. CHOYaTKy BiIKPUTUM CIIOCOO0M BCTAHOB/TIOBA-
1M 5-MiniMeTpoBuIl MyNKOBUI Tpoakap. IIneBMonepn-
TOHEYM IIiATPMMYBaIN Ha piBHi 8—12 MM pT. CT. 3a flo-
nomororo CO2 BiiIOBi{HO 10 BiKy Ta MacK Tijla JUTHHMA.
3rofoM BCTAaHOB/IIOBAMN TaKi ABa 5-MiniMeTpoBi (abo

3-miniMeTpoBi) Tpoakapu 3a paBUIOM TPUAHTYIIAP-
HOCTI BiflTIOBiIHO [0 TOKaisanil ypakeHHA. [licia mip-
TBEPI>KEeHHA IIOXOIPKEeHH Ta 3a/Ty4YeHHs HaBKOJIUIITHIX
CTPYKTYp IpUIiMa pillleHHA I0fI0 IOfaIbILIOI Xipyp-
riYHOI TAKTUKMA. 3a MOXK/IMBOCTI 6€31eYHOr0 BUIi/IEHHS
JIM 3 6pmki abo pumIerMx TKaHMH OIepallilo 3aBep-
LIyBa/y AanapockomnivHo. [Toeay pesexuiro JIM Benn-
KMX po3MipiB a6o JIM, 1o ypasuia cerMeHT KMIIKY, Ta
KMIIKOBUIT aHACTOMO3 ITiC/IA YaCTKOBOI pe3eKLil KUK
BUKOHYBaJ/IM €KCTEPIOpM3alli€r0 TOHKOI KMIIKY Yepes
pO3IIMPEHNIT JOCTYI Y MiCLli BCTAHOBJIEHHSA MOPTY
ITyTIIKOBOTO TpOaKapa.

JI714 OLliHIOBaHHA Pe3yNbTaTiB JIiIKyBaHHsA BUKOPUC-
TAHO 3aTa/IbHONPUITHATUI CTaH/IAPT HAYKOBUX ITyO7Ti-
Kallilf, IpucBsgYeHux npobmemi nikysanusa JIM [11],
y AKX BUKOPUCTAHO KJIiHi4YHi rpaganil. Perpeciro JIM
Ha 0-25% o1liHeHO AK BifICyTHiNl pe3ynbTaT, a perpecito
JIM Ha 26—-50% — K 3aJJ0Bi/IbHUII PE3Y/IbTAT; PErPECiIo
JIM Ha 51-75% - Ak fo6pwuit pesynbrar, perpeciio JIM
Ha 76-100% — AK BifMiHHUIT pe3y/nbTar.

Cmamucmuunuiil anani3. Po3Iopin qaHux oliHeHO
3 BUKOPUCTaHHAM KpuTepio CThIOJIEHTA i KPUTEPito
BinkokcoHa. [Ins BusBieHHs (aKTOPiB PUSUKY, 110
BIUIMBAIOTh Ha BUHMKHEHHA YCKIagHeHb JIM, mobymo-
BaHO MOJIe/Ib JIOTICTUYHOI perpecii. CTaTUMCTUYHMI aHa-
Ti3 IPOBEJEHO 3 BUKOPVUCTAHHAM IIAKEeTy CTaTUCTUYHO-
ro aHamizy «IBM SPSS for Windows version 24.0»(«IBM
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Puc. 1. MPT-pocnigeHHa nayieHma O., BIKOM 2 pOKMU.
Ha dpoHTanbHOMYy (y pexkumi T2 3 npuayLeHUM CUTHaA0M),
akcianbHomy (ACD-KapTa ansa andysiiHo-3BaxKeHux 306pa-
»KeHb) Ta cariTanbHoMmy (y pexxkumi T2) 3pisax BisyanisoBaHo
TOHKOCTiIHHE YTBOPEHHA 3 PiAMHHMM BMiCTOM HEMpPaBUAbHOI
dopmu, Nos’sizaHe 3i CTIHKOO roONI0AHOT KUMKW (KOJbOPOBI
CTPINKM)

Puc. 2. KT-pgocnigyxeHHa nayieHmku M., Bikom 2 poku. Ha ak-
CianbHOMY, GPOHTa/IbHOMY Ta cariTaibHOMY 3pi3ax y BEHO3-
Hi” ¢da3i BisyanisoBaHO yTBOPEHHA MaKCUMabHUMK PO3Mi-
pamun 118,6x44,5x36,2 mm, HanoBHEHe pPiANHOI Ta
nos’s3aHe 3i CTiIHKO cUrMmonoAibHOI KULWKK (KoNbopOoBi
CTPIiNKK)

Corp.», Armonk, NY) i «<EZR» (R-statistics). CraTuc-
TUYHY 3HAYYIiCTh BCTAHOB/IEHO Ha piBHi p<0,05.

HocmimkeHHs cXBaeHO eTMYHOI0 KoMiciero Hairio-
Ha/lbHOTO Mefn4yHoro yHiBepcurety imeni O.O. boro-
MosbLsL. Yci mocmipKeHHA BUKOHAHO BiiOBigHO 70
3aTBEPJ KEHNX peKoMeHjaLin. IIporokon saciganusa
€TUYHOI KoMicii Ne 127 Bix 02.12.2019, 3 ypaxyBa"HAM
GCP-ICH ra I'enbcincpkoi fexnaparii [19]. Orpumano
I1CbMOBY iHGOpPMOBaHY 3rofly 6aTbKiB/OIiKyHiIB ycix
YYaCHMUKIB JOCITiIPKEHHA.

PesynpraTi mocnigKeHHs Ta iX 00TOBOpeHH S
XapaKTepyCTUKY MAlli€HTiB HaBeJ,eHO B Tabmui 1.
Y rpyni nepeBakany nani€eHTN 40I0BiYOI CTaTi —
11 mpoTy 7 Malli€HTiB >)KiHOYOI CTaTi, CIIiBBiJHOLIEHHS —
1:0,63. Bik nanjieHTiB Ha MOMEHT 3B€PHEHHS KO/IMBABCA
B MeXax Big 1 micAna go 13 pokis, mefiaHa BiKy —

2,5 (95% II: 0,75-5) poky. 3a BiKOBOIO CTPYKTYpPOIO B
TOCHi/IKYBaHil TPYIIi TPETUHY CTAHOBVWIN HiTU BiKOM
o 1 poky (n=5; 27,7%), 6i7b1uicTh manieHTiB 6y Bi-
KOM Biff 2 o 5 pokiB (n=10; 55,5%).

Cepep gocnifKyBanux nanieHTis 17 (94,4%) niteit
Manu KriHivHi npossu JIM, 1 (5,6%) gutuHa 3aauina-
7macst 6e3CUMIITOMHOIO B MeXaX TEPMiHY CIIOCTEPeXKeH-
HA. 12 (66,6%) 0ci6 3BepHY/INCSA MO JOIOMOTY B eKC-
TPEHOMY HOPSAAKY, 3 HUX 5 (41,7%) XBOpUX Maan
KJIiHiKY TOCTPOI KMIIKOBOI HENPOXiHOCTI.

IonepenHe XipypriuHe BTpy4aHHA B iHIIMX KIIiHiKax
BUKOHAHO 3 (16,6%) miTsAM, IIOKa3aHHAM JJO BTPYYaHHS
OyB fiarHO3 rocTporo aneHanuuTy. O6CST IPOBeIeHNX
OIlepaTMBHUX BTPY4YaHb: JiarHOCTMYHA /1allapOTOMis,
nyHK1iA JIM 3 KpOBOBUIMBOM Y IIOPOXKHMHY KicTy (n=1),
AVTVHI BCTAaHOBJIEHO fiiarHO3 « TpaBMa opraHiB uepeBHOL
HOPO>KHMHI»; IIaTHOCTIYHA JIarlapoToMis (n=1), aiarHoc-
TIYHA JIATIAPOTOMIsI 3 arleHaeKToMifo (n=1) — B 060X fiTeit
BUSIB/IEHO TOTA/IbHE yPaXKeHH: OPYDKi.

Cepen KIiHIYHUX CUMIITOMIB IIepeBaXkaB 60IbOBMIL
CUHTPOM, sIKuii crroctepiraBcsi B 11 (61,1%) miteit, y na-
L[i€EHTiB MOJIOJIIOTO BiKY BiH IPOSABIIABCA HECTIOKOEM
(n=4;22,2%). Kpim Tor0, ciocrepiramics HygoTa i 67ro-
BanHA (n=7; 38,8%), 36inpuienHs sxuBoTta (n=4; 22,2%),
3aTPUMKa Ta BiJCy THICTb BUIIOPO>KHEHD (n=5;27,7%),
HiABMIIEHHA TeMIepaTypu Tina (n=6; 33,3%).

Y mireit, 0 3BEPHY/MICA 11O JOIOMOTY B €KCTPEHOMY
HOPS/IKY, HEPBMHHE TaO0paTOpHE 00CTEeKEHHS BUSABY-
JI0 IEMIKOLIUTO3, CepeNHA KiIIbKIiCTb JIEIKOLIUTIB CTaHO-
Buna 11,9+3,2 Ttuc., a B Mali€HTiB, 110 3BEPHYAUCA
B IVTAHOBOMY MOPSZKY, — 6,33+1,8 Tuc. (p<0,001).

IlepsuHHY Bisyasisalilo MpoBefeHO 3a JOIIOMOT OO
Y3]] ycim nanientam (n=18; 100%). YnbTpa3ByKoBUMM
o3HaKaMM Kicto3Hux JIM yepeBHOI TOPOXXHUHY Oy/Iu
ONVIHMYHi a00 MHO>XVMHHI JTOKa/Ti30BaHi TOHKOCTIHHI
aHEXOT€HHI KiCTO3Hi YTBOPEHHS 3 TOHKVMMU IepeTHH-
Kamu (n=7; 38,8%) ab0 pianHHi yTBOpEeHH: 3 AUCIIEpC-
HuMu BMicToM (n=11; 61,2%) 3a PaxXyHOK HasABHOCTI
B HUX BHYTPIIIHbOIO Bifl/TyHHS Yepe3 KPOBOBUINB Y
HOPOXXHMHY KicTy abo indikyBanH1 ii BmicTy.

Binburocti (n=11; 61,1%) mauieHTis a1 migTBep-
IKeHHA fiarHo3y BukoHano MPT (puc. 1),y 3 (16,6%)
Bunazkax BukonaHo KT (puc. 2). MPT i KT panu smory
nigTBepauTH fiarHO3 KicTo3Hoi JIM, aney 5 (35,7%) Bu-
MmajKax 3arajioM He HaflaIy MOXX/IMBOCTi BCTAHOBUTHU
TOYHOI ToKanisanii JIM i cTymnens ypa>keHHsA KMIIEYHN-
Ka Ta OproKi.

Veknaguenns JIM Bunukiu B 7 (38,8%) maijieHris,
cepeq AKUX — IIOBHA Ta YaCTKOBa KUIIKOBA HEMPOXifl-
HicTb (n=>5; 71,4%), indpikyBanus JIM i3 posBuTKOM
JIOKaJIbHOTO IepuTOHiTYy (n=1; 14,3%) i KpOBOBUINB Y
nopoxunny JIM (n=1; 14,3%).
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Ta6muis 2
JIikyBanbHa TaKTHKa Ta Pe3y/AbTaTy TiIKYBaHHA MaLli€HTiB JOC/IKyBaHOI TPyIn
]
p Y
Ne | Jlokanisauia JIM s YcknagHeHHs JIM Cnoci6 nikyBaHHA B:’:‘:::’Ta.r Niky- g e
S SEF
g 328
= G 2
1 lonogHa KMLWwKa 3 YaCTKOBA KULKOBA He- | BigKpuUTe BUAANEHHA | BiAMIHHMM 22
NPOXiZAHICTb
2 34AYXBUHHA KMLLKa M | 4acTKoBa KMLLKOBA He- | MiHiiHBa3nBHe BTpY- BiAMIHHWN 27
NPOXiAHICTb YaHHA
3 fonogHa K1LWKa + 6purka M |4acTKOBa KMULLKOBA He- | BiAKpUTE BUOANEHHSA BiZAMIHHWI 30
NpoXiAgHICTb
4 BucxigHa 06040Ba KMLWKa + 3 KMLLKOBA Henpoxia- MiHiiHBa3nBHe BTPY- BiAMIHHWI 37
6puka HiCTb YaHHA
5 MonepeyHo-06040Ba KMWKa + |3 BiAKpUTE BUAANEHHA BiAMIHHWI 12
6puka
6 |CurmonogibHa Kuwka + 6puka |M | iHdiKyBaHHA JIM, ne- | KOHBepcis BiAMIHHUN 8
PUTOHIT
7 [onogHa KuLWwKa 3 3aTPMMKa CTiNbuA, Te- | MiHiiHBa3MBHe BTPY- BiAMIHHWI 27
HE3MMU YaHHA
8 BucxiaHa 060a0Ba KuLKa 3 KOHBepCiA BiAMIHHWM 18
9 Bpwuka ronogHoi KNLWKK MiHiiHBa3MBHe BTpY- BiAMIHHWI 20
YaHHA
10 | bpwuKa, TOTanbHe ypaxKeHHA 3 crnocrepexeHHa - 10
11 | bpuKa 34YXBUHHOI KULLKKN 3 BiZLKpPUTE BUOANEHHA BiAMIHHWI 14
12 | Cnina KuwkKa 3 KOHBepCiA BiAMIHHUI 44
13 |34yXBMHHA KMULLKA M  |3aKkpenu Ha Thi KOmnN- | MiHiiHBa3nBHe BTPY- BiAMiHHUI 8
pecii cirmm YaHHA
14 | Bbpwuka, TOTanbHE YpaXKeHHA 3 CMUCTeMHa Tepania [06puit 72
mTOR-610KaTOpamu
15 | Bpuka CMrMONOAIBHOT KULLIKK M BiAKpUTE BUAANEHHA | BiAMIHHMWIA 9
16 |lonopHa KuLKa 3 MiHiiHBa3MBHe BTpY- BiAMIHHWI 13
YaHHA
17 |Bpuka 06040BOT KULLKM 3 MiHiiHBa3MBHe BTpY- BiAMiHHUI 21
YaHHA
18 | bpuKa ineoLeKanbHOro KyTa M | kpososuaus B JIM KOHBepCiA BiAMIHHMN 26

Mpumimku: Tun JIM: M — nepeBa*kaHHA MaKPOKICTO3HOro KOMMOHEHTA; 3 — 3miwaHuii Tun JIM.

JIikyBanbHy TaKTUKY BU3HAYEHO aHATOMIYHOIO JIO-
Kanmizaniero kictosHoi JIM, kniHiYHMMY IposABaMU
(Tabm. 2).

XipypriyHe niKyBaHHA B YMOBaX LIeHTPY IPOBEIEHO
16 (88,8%) maijienTam, 3 Hux B 11 (68,75%) Bumagkax
BTPY4YaHH: PO3IOYATO 3 Manapockoii. Jlamapockormiy-
He Buganedus JIM Buxkonaso 7 (43,7%) miTsam, a KOH-
Bepcito — 4 (25%) xBopuM. Bupanenus JIM i3 Bukopuc-
TaHHAM BiJKPUTOTO JOCTYITY 3aCTOCOBAHO B 5 (31,3%)
MMaIli€HTiB.

KoHnBepcito BUKOHaHO 32 HAABHOCTi BICOKOTO PU3N-
KY IIOIIKOJPKEHHA OTOYYI0YMX CTPYKTYP Y HAL[i€HTIB i3
BUPXEHUMH 3AMIAJIbHUMU T IOCT3alla/IbHUMY 3MiHa-
M B Micui postamryBannsa JIM. ¥V 5 (33,3%) Bunazkax

3[II/ICHEHO pe3eKIIil0 CEerMeHTa ypaykeHOl KMIIKY 3 I10-
JanblIMM HaK/IaJJaHHAM €HTE€PO-eHTepO aHaCTOMO3Y,
3 (60%) 3 AKVX HaKJIa[leHO eKCTPAKOPIIOPaIbHO 3 BU-
KOPMCTaHHAM PO3LIMPEHOTrO JOCTYIY IYIKOBOTO ITOP-
Ty (puc. 3).

Y 2 (11,2%) piTeit 3 TOTaIbHUM ypa>keHHAM OpyoKi
xXipypriuHe BUfIa/leHHs ITOB s13aHe 3 BCOKMMM pYU3VKa-
MU BUHUKHEHHS CUHJPOMY KOPOTKOI KMIITKH, TOMY JIi-
KyBaJIbHy TaKTMKY BY3Ha4€HO 3a HaABHOCTI B HUX KJTi-
HiYHMX ITposBiB. [IUTHHI 3 pelnAnBHOI MaHidecTalito
SIBUILL KUIIKOBOI HempoxigHocTi (n=1; 5,6%) mpusHa-
YeHO CHUCTeMHY Tepamilo iHri6iTopamm mTOR-
peuenTopiB. bescummromuiin gutusi (n=1; 5,6%) 06-
PaHO TaKTUKY CIIOCTEPEXXEHHS.
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Puc. 3. EKcTpakopnopanbHe BUAAAeHHA JIM cermeHTa roloAHOT KUWKK. A — eKCTepiopm3aLif CermeHTa ronogHoi KULWKK 3
ypaxeHoto JIM ginaHkoto 6puski, BUg, i3 60Ky 6pnxKoBOro Kpato; b — BUSHAYEHHA MeX pe3eKu,ii KULWKKU; B — eHTepo-eHTepO

aHacTomos3 (bina cTpinka) nicna suaaneHHs 1M

0.8

Sensitivity

0.4

0.0

T T T T T T
1.0 08 06 0.4 02 0.0
A Specificity

08

04 4

02 7

T T T T T T
1.0 08 06 0.4 02 0.0

5 Specificity

Puc. 4. ROC-kpuBa: A — TpudbakTopHOi moaeni norictuuHoi perpecii (AUC=0,922; 95% Al: 0,792—-1); b — ogHodaKTOpHOI Moae-

Ni norictnuHoi perpecii (AUC=0,812; 95% Al: 0,611-1)

Puc. 5. TicTonoriyHa KapTuHa KicTo3HOT NimdaHriomu, 3a-
6apBneHHA remaToKCUANIH-e03MH, 36inbweHHA x20: po3wu-
PEeHHS 3MiHEHUX NiIMATUYHUX CYAMH, MOMipHa iHdinbTpauia
KNiTMHamm nimeoigHoro paay

[l BuB4eHHs PaKTOPiB, 110 MOI/IM BIVIMHYTHU Ha
PO3BUTOK YCKIaJHEHb, NOOYJOBAaHO MOJENb
noricTu4HoI perpecii, 1o Kol BBefeHO Taki pakropu:
«BiK HA MOMEHT 3BEPHEHHSI», «CTaTh», «MaKpOKiCTO3Ha
JIM», «my¢ronopibHe ypaxkeHHs kuiuku». [lobygoana
ROC-kpusa (puc. 4A). ®axTopu, Mo FOCTIHPKYBAINC,
Ta pe3y/IbTaTy HaBeleHOo B Tab/mi 3.

ITepeBa>kaHHA MAaKpOKiCTO3HOTO KOMIIOHeHTa B JIM,
10 YpaXKy€ KUIIKY, BIZIMBA€E HA MiABUIIEHHA PUSUKY
BUHMKHEHHA ycKIafHeHb (p=0,0236). Ha ocHOBI 11bOTO
pesynbpraty mo6yfoBaHO OGHO(MAKTOPHY MOZENb
noricTuyHoi perpecii (puc. 4B).

B ycix Bumajkax XipypriuHoro BuiajeHHs JiaTHO3
kicrosHoi JIM nigTBepmxeHo ricromoriunuM (puc. 5) Ta
imyHoricroximMiuHuM gocnimpkenasamu Ha D2-40 (Podo-
planin), sxuii € cnerudivanm Mapkepom JIM.

84 | ISSN 2304-0041 Paediatric Surgery (Ukraine) Ne1(78)/2023



Opuzinanvti 0ocnioncenHs. A6OomiHanvHa Xipypeis

Tabmmusa 3

DaxTopy pU3KKY, BBE[IeHi B MOJIE/b IOTiCTUYIHOI perpecii
dakTop BLU (95%A4l) 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 yparkeHHs CTiIHKU KULLIKK 0,172 (0,00224-13,30) 0,4278

Pesynbrar nikyBaHHs onjiHeHO B 17 (94,4%) marjien-
TiB; 1 (5,6%) IUTHHI, 1110 3a/MIIaacd 6€3CUMIITOMHOIO
B MeXXaX CTPOKY CIIOCTepeXXKeHHs, 00paHO TaKTHKY CII0-
CTEPEXXEHHS, a TIKYyBaHHA He IPOBefieHo. BigMinHOTO
pe3ynbTaTy BocArHyTo B 16 (94,1%) manieHTis, mo
OTpUMany XipypriuHe nikyBaHH:A, Ta JOOpPOTO —
B 1 (5,9%) XBOpOrO, Y ANTHHI, IO OTPUMYBaa CUCTEM-
HY KOHCepBaTMBHY Tepamilo. Penuausis kicrosnnx JIM
y MaLi€HTIiB Mic/IA XipyprivHOro JiKyBaHHS IPOTATOM
Nepiofy COCTEPEKEHHS He BUABJIEHO.

O6roBopeHHs

Kicrosni JIM - 1ie cypuuHi ManbdopMalii 3 oBinb-
HJM KPOBOTOKOM, Ha SIKi IIpuIajae npuo6mmsHo 6% fo-
OpOSIKiCHUX YTBOpeHb HAlli€eHTiB AUTAYOro Biky. JIM
CKJTQIAI0ThCS 3 PO3IIVPEHNX TiMpaTUYHMX KaHAIB, AKi
YTBOPIOIOTD KiCTOIOAiOHI CTPYKTYpu 3 $ibpo3HUMMU
nepeTnHKaMu. BRyTpimHi ctinku JIM BucTeneHi 3pi-
JIVM €HMOTe/lieM 6€e3 KJIITMHHOIL aTuIIil, tomy JIM He €
HOBOYTBOpeHHaAMN [1,2,3,18].

Pospaxynkosa vacrora JIM oniHwernsca B 1,2-
2,8 nimbparnynoi manpdopmarii Ha 1000 mosoriB Xu-
BYIM IOHOILIEHVM IVIOJOM, a60 Bif 2 1o 2,8 malieHTa Ha
100000 rocmitanisariit [19]. 3a iHIIMMM OIfiHKaMU, Yac-
toTa JIM onintoeTbcsa B 1:2000 rocriTanisariit ;o guTs-
4ux nikapens [10]. Ha inTpaabgominanbhi JIM npumna-
mae 6nuspko 5% JIM ycix nmoxanisamiit [4,11,16].
Y namomy gocnimxenni JIM, 110 ypa>KyroTh KMIIEYHUK
Ta OPIDKY, Cepeft MalieHTiB, [0 OTPUMYBasI TiKyBaHHS
3 npusoay JIM pisHuX nmokanisaniif, CTaHOBUIN
18/240 (7,5%).

binpuricts JIM fiiarHOCTYyeTbCA B Iepli KilbKa poKiB
xurti [1,8,10,12,15]. Tlik nmposBi abgominanbaux JIM
IpUITafia€ Ha Bik 2-5 pokiB [5,9,12-14], 3a3Buuait yepes
KJIiHiYHi IpOSABYU rOCTPOrO XMBOTA. 3BEPHEHHS 10 Me-
AUYHY JOIIOMOTY 0OyMOBJIEHe TUM, 1[0 iHTpaabmoMi-
HabHi JIM, fAK i Ti, 110 T0Kami30oBaHi B 6y,[1b—HKOMy iH-
IIOMY MicCIji, MOXYTb panToBO 30imbmuTucsa abo
BUK/IMKATY Oi/Tb Yepe3 CIOHTaHHI KPOBOBW/IVBU B I10-
PO>KHUHY KiCTH, MiclieBe iH(iKyBaHHsI, U SIK BifJIIOBib
Ha cucTeMHi iMyHomnoriyni ctumymm [18]. Y Hamomy so-
CITiJPKEeHH] BiK Ialji€eHTiB HAa MOMEHT 3BEpHEHHA KOJIN-
BaBCA B MeXXax Bif 1 micaud no 13 pokis, Mefiana Biky
cranoBmia 2,5 (95% [I1: 0,75-5) poxky, 1o BignoBifae

JAHVM JliTepaTypu. Y ManieHTiB 3 J/IM yepeBHOI IOPOXK-
HUHMY [TepeBakHa OiTbLIICTD JOCT/KEHDb He BUSABMIA
IOCTOBIpPHOTO TeH/IePHOTO MepeBakaHHs [6,11,12,14], sx
i B HAIIOMY JIOC/Ii/PKEHHI, IKe He BUABIJIO JOCTOBIPHOTO
TEeHJIEpHOTO NepeBayKaHHA B TPYIIi IIAIliEHTIB.

3a gaHuMu niteparypu, 80-96% manienTis i3 xic-
To3HVMMM JIM 4epeBHOI MOPOXKHMHM Maly KIiHi4Hi
IIPOSABY, HANIIOMMPEeHIMNM i3 Hux 6yB 6i71b y )KUBOTI
[10,12,15,16], 1110 KOpeIO€ 3 OTPUMAHUMM Pe3y/IbTa-
tamu: 17 (94,4%) mauieHTiB Manu KaiHi4HI mposiBU
JIM, 12 (66,6%) 3BepHY/IUCA 11O JOIIOMOTY B €KCTPEHO-
MY HOPAJKY.

YnbTpasByKoBe JOC/iIPKEHHA € IIEPIIVM €TaIlOM Bi-
3yasisaniiHoi giarHocTuky JIM 4yepeBHOI HOPOXHVMHA
B miteit [3,4,6,9], moganpiiie 06CTEXKEHH 3 IOIIOMOTO0
MPT ra KT Hapae gomatkoBy iHpopMariio o710 10Ka-
nisanii ypakeHHA. OfHaK, He3Ba)Kal04IM Ha Te, L0 pe-
3y/IbTATH Bidyaslisalii BifjirpaloTh BaXXK/IMBY pOJb Y fiia-
rHoctuyi JIM 4epeBHOI NOPOKHVH, CHTiJl BpPaXOBYBaTH,
IO He iCHy€ BUCOKOCHenMQpiuHOI peHTreHOTOriYHO]
KapTHHY, s1Ka 6 [aja 3MOTry BCTAHOBUTY OCTATOYHUIL
miarHo3 [3-5]. MPT B pexxumi T2 € «3omotnm crangap-
TOM» JiarTHOCTUKM JIM: OCIiI)KeHHA MO>KHA IIPOBOAIN-
i1 6€3 KOHTPACTYBaHH, OCKIZIbKY B 1IboMY pexxumi JIM
TUIIOBO JIAI0Th BYCOKY iHTEHCUBHICTb CUTHAITY. Pesyib-
TaTy JOCTiIKeHH: B pexxumi T'1 BapiabernbHi, 60 iHTeH-
CUBHICTb CUTHA/TY B IbOMY PeXMMi 3a/IeXKUTh Bifl BMic-
Ty IpoTeiny B pifuHi Kictu. IlopiBHano i MPT, y pasi
BukoHaHHs KT Ha 300pa’keHHs MeHIlle BIUIMBAIOTh
HepUCTANbTUKA, ITy/IbCallisl Ta apTeakTy pyXy; OBHAK
norteHniHNM HeponikoM KT € mpomeHeBe HaBaHTa-
keHHA. [lo HeponikiB MPT Hanexxatp TpuBamicTs go-
CIIIKEeHH, YacTa HeOOXimHICTh cefallil alieHTiB MO-
JIOALIOTO BiKY 1 iforo oOMesxeHa JOCTYIHICTS [3,5].

Y namomy pocnimxenHi Y3/l mepBMHHO BUKOHAHO
BciM (n=18; 100%), sike B 6i/b1IOCT] BUNafKiB Oy/I0 iH-
dbopmaTuBHUM 1714 iHimianbHOI mimo3pu Ha JIM. MPT
BUKOHAHO 6inpInocTi marientis (n=11; 61,1%), aBTopn
HagaioTh nepesary MPT Ak meTony, 110 € 3arajapHO-
NPUHATUM A1 fiarHocTuky JIM y IpoBilHKX CBiTO-
BMX LIeHTpax. B ekcTpeHux Bunazgkax (n=3; 16,6%) Bu-
koHaHO KT, konu nepuouyeprose 3HauYeHHS Majau
TepMiHM 0O6CTEXXEHH Ta Yac IPOBEIeHHs JOCKEHHS.
LIi meToau BisyanisaniifHoOl JiarHOCTUKM HalIN 3MOTY
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nigTBepauTH fiarHO3 KicTo3Hoi JIM, aney 5 (35,7%) Bu-
najKax He Hajajau MOXX/IMBOCTI TOYHO BCTAHOBUTY
3B’A3Ky JIM 3i CTIHKOIO KMIIKY Ta CTYIEH: YPasKeHH
Op1Ki.

Cepeq ycknaiHeHb, AKi po3BuBaioTbcs mpu JIM xu-
IIeYHNKa Ta OpYDKi, HallgacTile 3rafyloThCsl KMIIKOBA
HENPOXi/IHICTb, 3aBOPOTY 3 PO3BUTKOM illleMil, 1[0 TIp-
3BOJATD 1O HEKpO3y K1k [6,10,12,15]; y 6inbiuocrti
BUIIA/IKiB 3aBOPOTH 3 IO/Ia/IbIIO0 HEIIPOXiJHICTIO Tpa-
IIIAI0ThCA 3a ypakeHHA JIM TOHKOro KMIIeYHMKa, 3a
PaXYHOK BeTMKOT0 06’€My KiCTH Ta PyX/IMBOCTi KUK
KpoBoTeua B mOpo>xHUHY KicTy Ta iH}iKyBaHHS BMIiCTy
Kictyt JIM TpanisroThcs 3 MEHIIOK YacTOTOM [4,9,14].
Y Hamiit focnifyKyBaHiit Tpymi ycknagHeHni nepe6ir
criocrepiraBcs B 7 (38,8%) marjieHTiB, 3 HepeBaKaHHAM
IIOBHOI Ta YaCTKOBOI KMIIIKOBOI HEIIPOXiHOCTI (n=5;
71,4%); inpikyBaHHAM BMicTy JIM Ta KpOBOBWIMBOM Y
nopoxunHy JIM (o 1 Bunapky; 14,3%).

XipypriuHe miKyBaHHs Hepen6adae IOBHe BUIAIEH-
HS ypa>KeHHs Ta B OiIBIIOCTI BUNAZIKiB XapaKTepusy-
€TbCSA CIPUATIUBYUMIY Bifila/IeHUMM pe3yabTaTaMy Ta
HU3BKUM PU3MKOM peruauBy [6,10,14]. Xipypriune Bu-
IaZieHHs € eeKTUBHUM Oe3pelJUBHUM BapiaHTOM
NiKyBaHHs i30/IbOBaHNX iHTpaabgoMiHaIbHKX TiMpa-
TUYHMX Ma/IbOPMAILiil 32 YMOBY IXHBOTO IIOBHOTO BJI-
majeHHs, mo nokazano B cepil H. Elbaaly ra criBaBT.
(4], sixi mpoBenu ycrimne BuganeHHs JIM y 25 i3 26 ma-
Li€HTIiB CBOEI Ipyny, y TOMY YUCIIi IIPU i30/IbOBAHUX
MikpokicTosHux JIM 4epeBHOI MOPOXXHMHY, 1O He
MO>Ke Oy TV BUKOHaHe Ipy MiKpoKicTo3Hux JIM M sikux
TKaHVH [3]. Ycmix xipypriqHoro nikyBaHHA OKa3aHO it
inmmMy aBropamu: 10/10 manientis rpymum (Q. Li [12]),
13/13 nanientis rpynu (A. Gafar [6]), 7/8 nanienTiB
rpymu (L. Jiao-ling [9]). Y mamriii rpymi xipypriuse miky-
BaHHA IIpoBefieHo 16 (88,8%) manienTam, B ycix gocAr-
HYTO BilMiHHOTO P€3y/IbTaTYy.

OcTaHHIM YacOM JOCATHYTO 3HAaYHOTO IPOTPECY B
PO3yMiHHI MOJIEKY/IAAPHOI OCHOBM IaToreHesy JIM nua-
HaHHi 31 3°ACyBaHHAM OCHOBHMX MeXaHi3MiB Ha TBa-
PUHHKX MOJEe/NAX i MiMPATUIHUX eHIOTeTianbHuX
KJIiTMHAX, OTPMMaHMX y HalieHTiB. binpmicTe moopn-
HOKVX COMAaTMYHUX MyTallill, IKi BUKIMKAIOTbh TiMda-
TI4Hi ManbdopManii Ta ckragHi miMdaTiani anoMartii,
BiflOyBalOTbCS B TeHaX, SIKi KOAYIOTb KOMIOHEHTH IIIsA-
XiB Iepefayi curHamy oHKoreHHoro gakropa pocry. e
IIPM3BEJIO [0 YCIIIIHOTO NepenpodinoBaHHA JesKUX
Ii/IbOBUX TepaleBTUYHMX 3aCO0IB IIPOTHU PaKy A/ JTi-
KyBaHHA BaJ PO3BUTKY MiMpaTUYHOI cuCTeMHU Ta
CKIaHUX MiMaryyHyx aHoManiin. OxpiM MyTanii, Aki
ZiI0TH SIK aBTOHOMHI Pyl [VIX aHOMaTiit TiMpaTHIHIX
€HJIOTeNiaIbHUX K/TiTVH, IOTOYH] /JaHi BKa3ylOTb Ha Ha-

K/IaJIeHi MapaKpUHHI ME€XaHi3MI, AKi KPUTUYIHO IIPU-
3BOJATD [0 IIATOr€He3Y 3aXBOPIOBAHHA i 3a6e31edyioTh
[OJAaTKOBI MillleHi /I TepalleBTMYHOIO BTPy4YaHHA,
TaKi AK CepMH/TpeOHiH IpoTeiHKiHa3a, IKa aKTUBYE
cuHTe3 6i71Ka, 110 IPU3BOJUTD O YNC/IEHHUX KITiTUH-
HIIX [IPOIIECiB, y TOMY YMC/Ii KIiTHHHOI mporidepanii Ta
HIOCVJIEHH: aHTioreHesy [19].

INTokasano, mo mTOR Bifirpae K11040By posb y Ia-
TOreHe3i cyauHHUX aHoManiit. CIonyky, 1o iHrioye
mTOR, ciponimyc, cxBajneHO A/ TiKyBaHHSA CYJMHHIX
ManbbopMalliil, OCKiTbKM BOHAa BUK/TNKAE 3HVDKEHHS
(dbakTopa poCTy eHJJOTeNiI0 CYuH, AKUI € BiToMUM
K/TIOUOBUM PEry/IATOpPOM Y TiMdaHriorenesi Ta aHriore-
Hesi. IIpo ycnimne 3actocyBanus mTOR-inri6itTopis
Ipy OOLIMPHUX Me3eHTepia/IbHUX YPaXKeHHAX Y KOH-
TEKCTi CKIafHUX NiMPATUYHNX aHOMAJIi, IPY AKUX
XipypriuHe iKyBaHHs Ma€ 0OMeXXeHMI YCIIiX, MOBif0-
MJIEHO B pi3HMX mKepenax [1,4,7,19]. Y nawiit gocni-
IKyBaHiil rpyni KoHcepBaTuBHY Tepaniro mTOR-
iHribiTopaMu Npy3Ha4YeHO JUTHUHI i3 CUMITOMHUM
TOTA/IbHVUM YPa)XKeHHAM OpIKi, i 3a yac crioctepe)keHHs
B Ial[iEHTa OTPMMAHO JOOPUIT pe3y/IbTaT TiKyBaHHS.

IIpo penupusy micna Xipyprigsoro nikysBanusa JIM
KUIIeYHJKa BKa3aHO HebaraTrbMa aBTopamu: B 1/12 na-
mieHTis (8,3%) [19], B 3/13 mamienTis (23,1%) [20], ixue
BUHMKHEHHA, IMOBipHO, ITOB’13aHe 3 HEIOBHVM BIJIa-
nenHAM JIM 4epes 3B’A30K i3 3a04epeBUHHIM KOMIIO-
HEHTOM; NallieHTH i3 3a04uepeBuHHUMU JIM He 3amyde-
Hi 10 HALIOTO NOCTiPKeHHA. Y Hallill JOCTiKyBaHil
TPyTIi 3a 9ac CIOCTEPeXeHH: y MALli€HTIB, 110 OTpUMa-
7 XipypridHe MiKyBaHH:A, He BUABIIEHO PELUINBIB.

BucHoBkn

Jlimdaruuni Manbdopmarii KumeyHnka ta 6pyoki
MOXXYTb MaTH SIK 0€3CYMITOMHNIA, TaK i yCK/TaTHeHMIt
nepebir, sikuit criocrepirascs B 7 (38,8%) maiieHTis, 30-
KpeMa, 3 KMIIKOBOK HempoxigHicTio (n=5; 71,4%), iH-
¢dikyBaHHAM BMicTy JIM 3 JIOKa/IbHUM IEPUTOHITOM
(n=1; 14,3%) i kpoBOBMIMBOM y mopoxxHMHY JIM (n=1;
14,3%). ITepeBaxkaHHA MaKpOKiCTO3HOTO KOMIIOHEHTa
JIM, 1m0 ypaXXyIoTh KMIIEYHUK, € PaKTOPOM, SKMIi
BIUIMBA€ HAa YAaCTOTY BMHUKHEHHS YCKIaJHEHb
(p=0,0236). Y3]] € CKpMHIHTOBMM MeTOJIOM J1iarHOCTH-
K1 4epeBHOI IIOPOXXHMHM, IIepefl XipypriyHow iHTep-
BeH1iero cif mposoputy MPT pjia yTouHeHHS CTPyK-
Typu Ta nokanisanii JIM. Xipypriune nikyBaHHA €
epeKTUBHUM i be3neyHrM crIoco6oM epaamKanii 1o-
KajapHuX /IM KuuieyHuka ta Opyoki; BigMiHHOTO pe-
3y/IbTaTy JOCATHYTO ¥ 94,1% (n=16) manieHTiB i3 m1o-
Ka/JIbHUMM ypakeHHAMM. ToTanbHe ypaskeHHA OpyoKi
CYIIPOBOJKYETbCA BUCOKMMY PUSMKAMU ITiC/IA Xipyp-
TiYHOTO BUJA/IEHH; aBTOPY PEKOMEHAYIOTb PO3ITIAHY-
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Opuzinanvti 0ocnioncenHs. A6OomiHanvHa Xipypeis

TV TaKTUKY CIHOCTEPeXEeHHS ab0 CUCTEMHY Tepallilo
mTOR-6nokaTopamu. [IUTHHA 3 TOTaTbHUM ypakKeH-
HAM OpIDKi JocAraa [06poro pesynbTaTy TiKyBaHHA
inribiropamu mTOR-penenTopis.

Asmopu 3as6nsi0mv npo 8i0CymHicmv KOHGiKmy

inmepecis.
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